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AKTYaJIbHOCTB NPO00JIeMbl FeMOPPAru4eCKUX pacCcTpoiicTB

B nartorenese OOJBIIMHCTBA TSKEIBIX COCTOSTHUN MEpUOAa HOBOPOKIEHHO-
CTU 0O0JIBIIOE 3HAYCHUE MMEIOT HapyIICHUs] CBEPThIBaHUS KPOBU. OHU MOTYT BBI-
CTYIIaTh B KAYE€CTBE OCJIOKHEHHI OCHOBHOTO 3a00JI€BaHUs, a TAKXKE SBIATHCSA ITyC-
KOBbIM MOMEHTOM Pa3BUTHUS PsAJa NATOJOTMYECKUX COCTOSHUK. OMAacHOCTh 3THUX
HapyUICHUN YacTO aCCOLMUPYETCS C pa3BUTHEM lepeOpaibHbIX KPOBOU3IUSHUMH,
KOTOPBIE SBIISIOTCA MOTEHIIMAILHO WHBAIMAUZUPYIOMIMMH (PakTOpamu.

[IpoBenennblii Hamu aHanu3 200 nepuHaTanbHBIX BCKpbITUA B 2006 TO1y 110
r. MuHcKy nokasain, 4to B 114 ciydasix BBISBJICHBI KPOBOM3IMUSHUS PA3ITUYHBIX
nokanuzauuii (57%), B 19 cimyyasx TpoMO03bl ¢ IPEUMYIIECTBEHHBIM TOPAXKECHUEM
MUKPOLIMPKYJISITOPHOTO pycia jierkux (9,5%). TpomO03bl cOCy0B IIALEHTHI ObI-

v B 13 ciyyasx.
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Pucynok 1 — AHanu3 3a0051€Ba€MOCTH TeMOPPAarHueCKUMHU paccTpoiicTBaMH HO-
BOPOXKJIEHHBIX AeTel B PecniyOnuke benapychb

Ha pucyHnke 1 npuBeneHbl JaHHBIE O YACTOTE Pa3BUTUS KPOBOTCUEHUU U

BHYTPHUUYEPEIHBIX KPOBOM3IUSHUNA Y HOBOPOXKIEHHBIX AeTei B Pecnybnuke bena-



pych 3a mocnennue roael. Kak BUAHO M3 TaHHBIX PUCYHKA, MPOOJIeMa reMopparu-
YECKUX PACCTPOMCTB HE SIBIISIETCA PEIKOCTHIO M COMPOBOXKAAETCS BBICOKOW Jie-
TalbHOCTHIO. Cpeay BBDKUBIIMX JETEH MHOTHE MMEIOT BBICOKMN PHUCK Pa3BUTHUSA
CTOMKHUX PACCTPOMCTB 310POBbS, CHIXKAOIINX KAYE€CTBO MOCIEIYIONIEH KU3HH.
Takum oOpa3zoM, HapyllIEHUs B CUCTEME I'eMOCTa3a ClielyeT pacCMaTpUBaTh,
KaK OOIIENaToJOrH4ecKyl0 3aKOHOMEPHOCTh TSDKEIIBIX COCTOSIHUNA HOBOPOK/IEH-

HBIX 1 ()aKTOP TOBBIMIEHHOTO PUCKA JICTAILHOCTU M MHBAMAM3anuu [2, 3, 9].

Cucrema remocrasa

CoBpeMeHHbIE TMPEACTABICHHUS] O CUCTEME CBEPTHIBAHUS KPOBHU MOApa3ie-
JISIFOT B HEW JIBE TJIaBHBIE CHCTEMbI: TeMOCTa3 U GUOpUHOIH3 (CM. puc. 2).

Cucrema reMocTaza COCTOUT U3 TPEX B3aUMOCBS3AHHBIX KOMIIOHEHTOB: CO-
CYJIUCTOT0, TPOMOOIIMTAPHOTO U IJIA3MEHHOTO, MPEJCTABIEHHOr0 (hakKTOpaMu Koa-
TYJISIUU B TJIa3Me.

OcHoBHBIE PYHKIIMHU TPOMOOIIUTOB:

e aHruorpoduyeckas;
® a/re3uBHO-arperaluoHHas;
® peakIus BRICBOOOKICHHUS.

AHruotpoguyeckast GyHKUIHS CBs3aHa C y4aCTUEM TPOMOOLUTOB B TPO(UKE
COCYAUCTOU CTEHKH;

Anre3uBHO-arperalioHHasl QyHKIHS — 3TO CIOCOOHOCTh TPOMOOLIUTOB MO
BIIMsSIHUEM psifa PakTopoB (aapenanun, AP, komiareH), KOTOpble MOSIBIISIIOTCS B
KPOBOTOKE B pE3yJIbTaTe NOBPEKIECHUS COCYITUCTON CTEHKH BCTyNaTh B COCTOSIHHE
aAre3uu u arperamnuu, oopasys TpomOoruTapHsii Tpom0O. [Ipu 3TOM MoBpexIeHNE
COCYJUCTOM CTEHKH MOKET ObITh HE TOJBKO MEXAHMYECKOT0, HO U TUIIOKCUYECKO-

Io, I/IH(l)eKI_II/IOHHOFO WM TOKCHYCCKOI'O XapaKTepa.
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Pucynoxk 2 — Cxema cBepThIBaHUS KPOBH, IEUCTBHS aHTUKOATYJITHTOB TPO-
tenHoB C, S, antutpomOuna u pudpuHoIM3a

Peakuus BEICBOOOXKIEHHS — MPOLIECC, TPU KOTOPOM U3 TPOMOOIIUTOB, BCTY-
MUBILIMX B COCTOSIHUE arperamuu, BbIACNSIOTCS (aKTOpbl, YYaCTBYIOLIUE B ILJIa3-
MEHHOM 3B€HE CBEPTHIBaHUs KPOBU. CBEPTHIBAHME KPOBU SBIISIETCS TPOTEOIHUTH-
yeckuM KackagoMm. Kaxaplii depMeHT ((pakTop Koaryisiiuu) MNpUCYTCTBYET B
1a3Me B HEAKTUBHOM cOCTOsiHUM. [Ipu akTHBanuu Qaktop KOarysisiiuu MoaBep-
raercs NpOTEOJUTHUECKOMY DPACIIEIUICHHIO C BBICBOOOXKIEHWEM aKTHUBHOTO (hak-

TOpa M3 MOJICKYJIbI peaIecTBeHHuKa [1].



[Ipouecc cBepTHIBAHMS KPOBU PETYIMPYETCS MPOTHBOCBEPTHIBAIOIIECH WU
AHTUKOATYJISTHTHON CUCTEMOU KpoBH. bonbmmHCTBO (hakTopoB, a umeHHo 1Xa, Xa,
Xla u XIla topmo3zsitcst antutpoMOunom 111 B mpucyrcrBun renapuna. [lporeun C,
ABIsAACh BUTaMUH K - 3aBUCHMBIM (PaKkTOpOM, PEryivupyeT CBEPTHIBAHHUE KPOBH,
BO3/ecTBYs Ha (aktopel Va u VIlla u paccmaTpuBaercs, Kak OCHOBHON KOMITO-
HCHT aHTHKOAryyisHTHoW cuctembl [1]. IlpoTemH S momnep)kuBaeT aHTHUKOAry-
JSTHTHYIO aKTUBHOCTH npoTenHa C.

®uHan AeCcTBUS CBEPTHIBAIOINIECH CUCTEMBI KPOBU — OOpa3zoBaHuE TpomoOa,
KOTOpBIM TOJIBepraeTcs JIU3ucy nyteM ¢puopuHonausa. Koneunslii npoaykr ¢puod-
PUHOJIUTUYECKON CUCTEMBI — (hepMeHT Tu1a3MuH. [lnazmuH, Bo3aeicTBys Ha Guod-
PUH- MOJUMEP CTYCTKA MPUBOAUT K 00pa30BaHUIO (PparMeHTOB MOJIEKYJIbl PUOpU-
Ha d-Dimer. TloBeimenue ypoBHst d-Dimer sBisiercs KiIr04eBBIM WHAMKATOPOM

TpomOo03a.

Pynoan¢d Bupxos (1821-1902)

Kiaccrueckue npesncTaBiieHAs O yCKOBBIX MEXaHU3Max CBEPTHIBAHUS KpO-
BU paspabotansl Pynonbdom BupXoBbIM U MpeAcTaBieHbl B BUAE TPUabl, U300-

PaXKEHHOW Ha PUCYHKE 3.
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CTEHOK COCY10B e COCTaBa KpoOEW

Pucynok 3 — Tpuaga Bupxosa

B nanHOll Tpuazne maTtoiorusi CTEHOK COCYJOB MOXKET ObITh NpEACTaBlIeHA
IIMPOKUM CHEKTPOM IMATOJIOTHUYECKUX NPOLIECCOB MPUBOIAIINX K MOBPEXKICHUIO
CTPYKTYp CTEHKH COCYOB CBSI3aHHBIX C TMIIOKCHEN, NH(DEKIMEN, TPaBMOW U METa-
00JIMYECKUMU HApYLUICHUSIMH.

[laTonorust KPOBOTOKA XapaKTEPU3YETCS TEMOAMHAMUYECKUMH HAPYLICHHU-
MM COIPOBOXKJAIOIIMMHUCS PacCTPOMCTBOM MHUKPOLMPKYJSALNN (apTepraibHAs
TUIIOTECH3MUS, 10K, CTa3).

[TaTonorus cocraBa KpoBU CBA3aHa ¢ OaKTepUEMHUEH, BUPYyCEMUEH, BHYTpH-
COCYIMCTBIM I'€MOJIM30M U MOJULIUTEMUEH.

CoBpeMeHHas (yHIaMeHTaldbHas W MPUKIaJHAs HayKa paccMaTpUBaeT B
KayecTBE MaTO(PU3NOJIIOTUYECKON OCHOBBI TSKENBIX PACCTPONUCTB 0a30BBIX BU-
TalbHBIX (PYHKUMH CHHIPOM CHUCTEMHOI'O BOCHAJIUTENILHOTO OTBETa, pa3BUBAIO-
HIUICS KaK peakiysl OpraHu3Ma Ha MOBPEXKJICHUE JIF0OOW 3THOJIOTUH, BKIIIOYAsl TH-
MOKCHIO, TPaBMbI, HH(EKINH, OKCUAATUBHBIN CTpecC.

Baxueiinyro poJsib B pa3BUTUHU BOCHAIUTEIBHOIO OTBETA UIPAET COCTOSIHUE
MUKPOIUPKYJISIIIUN, OOecrieunBaronieil 0ajaHCc BHYTPUCOCYIMCTOW M TKaHEBOU
xuakocredt. Crnenuduueckue M3MEHEHUsT MUKPOLUPKYJISIHMH, COTMPOBOXKIAIOIINE
BOCIIAJIUTENbHBIA OTBET, MPU3BAHbI JIOKATU30BaTh MOBPEXKIAIOMUN (akTop, yna-

JIUTh €T0, a TaK KC JOCTABUTH B OHAl' TYMOPAJIbHBIC (I)aKTOpI)I H KJICTKHU, Y4aCTBY-



IOILME B BOCHAJIUTENBHONW pPEaKMU. 3a/1a4 CI0XKHbIE U pa3HOIUIaHOBbIE. C 01HOM
CTOpPOHBI, HEOOXOUMO NPEMSATCTBOBATh CHCTEMHOMY PAaCIpOCTPAHEHUIO Iy CKOBO-
ro ¢akropa Bocnaienus. C apyroil CTOpOHbI, HEOOXOAUMO YBEIWYEHUE PEruo-
HaJbHOIO KPOBOTOKA, JOCTABJISIIOLIETO B OYar KJIETOYHbIE U TyMOPAJIbHBIE KOMIIO-
HEHTBI — YYACTHUKH BocnaneHus. Kiaccuyeckas octpasi BocaquTeIbHas peaKiiysl
HaYMHaeTCs ¢ ObICTPOM BA30KOHCTPHUKIIMU C TOCIEIYIONIEH nuiaTaiueil apTepuon
U BEeHYJ, T.€. ()eHOMEHa HIIeMUuu-penepdy3un. ITH MPOIECCh ONOCPEAOBAHBI TH-
CTaMUHOM, OpaJIMKUHUHOM, JIEGMKOTpUEHAMU U MOHOOKCHUIOM a3oTa. Bospociiee
ITUAPOCTATUYECKOE IABJICHHE MPUBOIUT K BBIXOAY KUJIKOCTH U3 COCYJIUCTOIO pycC-
na B TKaHu. [loTepst BHYTPUCOCYIUCTOM KUAKOCTH COMPOBOXKIAETCS CTA30M SPUT-
pouMTOB. JIEWKOLMTHEI MUTPUPYIOT 3a MPEIEibl COCYA0B B O4Yar BOCHAJCHUS, /e
BBIJICTISIIOT MPOBOCTIATIUTENBHBIE ar€HThl U YTHIN3UPYIOT MPOAYKTHI MTOBPEKICHUS
TkaHed. OHM TakKe CIOCOOHBI OKa3blBaTh MPSMOE MOBPEXKAAIOIIEe JEUCTBUE Ha
KJIETKW SHAOTENHs, YBEJIUYUBas MPOHULAEMOCTb COCYIUCTONW cTeHku. W3 ouara
BOCIAJICHUS] OTEYHAsl )KUJIKOCTh peadcopOupyeTcsa Ha3aj B KaIWUIAPhI U B TuMpa-
TUYECKUE COCY/bl, IONAaaas Mo MOCIEAHUM B JINM(ATUUECKUE Y3IIbl, T1I€ IPOUCXO-
IUT CTUMYJIALMS TpaHchopmanyu B-mumdouuToB B riazmaTnyeckue KiaeTku u T-
muMmporuToB B T-addextopsl. BocnaniutensHblii OTBET HapacTaeT, MOSBISIOTCA
HOBBIC €r0 y4aCTHUKH [6, 7].

B 3TOM KOHTEKCTE reMOpparuyecKue pacCTpOMCTBA BBHICTYNAIOT KaK HEOTh-
emiieMasi COCTaBJISIIOIIAs CHCTEMHOTO BOCHAJIUTENIbHOTO OTBETa M OKAa3bIBAIOT
BA)KHYIO POJIb B €r0 Pa3BUTHH.

Oco0eHHOCTH cHCTeMBbI CBEPTHIBAHUS KPOBH Y HOBOPOKIEHHBIX

Y HOBOPOXKICHHBIX JIETEH UMEIOTCS OCOOEHHOCTH COCYAMCTO- TPOMOOIIM-
TapHOTO 3BEHa T'eMOCTa3a, XapaKTepU3yIOLIecs KaKk HeOHaTalbHas TPaH3UTOPHAs
TPOMOACTEHHUSI, UYTO BEPOSITHO CHUKAET 3P (HEKTUBHOCT peann3aluyd aHTuOTpohu-

YECKOH M air€3MBHO-arperaiiMoHHON QyHKIIUNA TPOMOOITUTOB.
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YcranoBneHo HapyiieHue (QYHKIUH TPOMOOIIMTOB Y HOBOPOXKIEHHBIX, PO-
TUBIUXCS B aCUKCHH, YTO MPOSIBISUIOCH B 3aMEJICHUN TIPOIIECCOB arperamnuu 1
nesarperamuu [10].

COBOKYITHOCTh OCOOCHHOCTEH IJIA3MEHHOTO 3BEHA TeMOCTa3a y HOBOPOXK-
JeHHBIX B BUjie AehunnTa BuTaMuH K-3aBucumbix dakropos koarymsiuu (11, VII,
IX, X), nedunura pakropoB konrakra (XI, XII) B accoruaruu ¢ onpeaeacHHON
HE3PEJIOCThI0 COCYIUCTO-TPOMOOITMTAPHOTO 3BEHA TeMOCTa3a MPEIOTPEASTISIOT
BBICOKHH PHUCK IeMOpPparudecKuX OCIOXKHEHUH, 0OCOOCHHO Y HEIOHOIICHHBIX JIC-
ter [8, 15]. KpoMe 3TOro HE0OX0IMMO YYUTHIBATh HE TOJIBKO BO3PACTHBIC OCOOCH-
HOCTH CBEPTHIBAIONIEH CHCTEMBI KPOBH Yy HOBOPOXKIICHHBIX JETCH, HO W BIWSHHC
Ha 3Ty CUCTEMY IeCTallMOHHOTO BO3pacTa. DT OCOOEHHOCTH OTPaXKEHBI B TaOJIHUIIS

1.

Tabmuma 1
dakTOpbI reMOKOATYJISIIUN Y HOBOPOKAE€HHBIX 10 CPABHEHUIO ¢ B3POCIBIMH

®akTop | | v | X1 | X1 X | AT I
wm | % | % | % | % | % %

B3pocJbie 3.0 100 100 | 100 | 100 | 100 100

24-31 nen. 2.8 31 87 20 | 20 27
32-35 nen. 2.6 33 90 33 44
36-37 nen. 2.3 52 125 51

38-40 nen. 2.2 54 97 31 | 47 50 60

C npyroii CTOpOHBI CHU>)KEHHE aKTUBHOCTH BUTaMHUH K-3aBHCUMBIX aHTHKO-
aryistHToB nporenHoB C, S u antutpomOuna III siBnsitorest pakTopamu pucka Heo-
HaTaJIbHOTO TpoMOO03a.

AHanu3 nepruHaTaNbHBIX (PAKTOPOB pUCKA Pa3BUTHUSI BHYTPUUYEPEITHBIX KPO-
BomsnuaHuil (BUK) cBuaeTenbCcTBYET O BAMSHUU HAPYIICHUH CUCTEMBI FeMOCTa3a

HAa Pa3BUTHE 3TOU MMATOJIOTHH.
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ue:.

Cpenu matepuHckux (aktopoB pucka pasButusi BUK umerorcs cienyto-

Hcrnonp3oBaHue aciupuHa,
['unepTen3us cBs3aHHas ¢ OEPEMEHHOCTHIO;
AyTOMMMYHHBIE ITPOLECCHI;

TpomboruTapHas amIOMMMYHHU3ALIKS.

Cpenu HeoHatanbHbIX (hakTOpoB prcka pazutus BUK crienyer yuutsiBath

TaKucC, Kak:

PonoBas TpaBma;

Hu3skas onenka o mkane Amnrap;

TpombouuTonenus;

['pynaHoe BckapmiiiBaHue, HE 0OECIICUUBAIOIIEE B IOCTATOYHOM KOJIMYECTBE

BUTaMUHOM K

CuBAPOM NHCCEMHUHHMPOBAHHOTO BHYTPHUCOCYIMCTOIO CBEPTHIBAHHS KPOBH

(ABC-cunapom) [17].

HaunOosnpinas 3HaUMMOCTh HapylIEHUWH B CHCTEME IeMOCTa3a XapaKTepHa

JUI. HEJOHOILIEHHBIX JETEH, YTO CBS3aHO C HE3PEJIOCThIO COCYJ0B F€PMHUHAIBLHOTO

(3apOJIBIIIIEBOT0) MAaTPUKCA M BHICOKUM PHUCKOM BHYTPHUKEITYJOUYKOBBIX KPOBOMU3-

st [21].

B maTtoreneze BHYTpHKENyIOYKOBBIX KPOBOM3JIUSHUN HauOoJiee 3HAYNMBI-

MU SIBJISIIOTCS CCAYIOIINE (haKTOPHI:

TUIIOKCHS + HE3PENbI TEPMUHAIBHBIA MATPUKC;

utmemust/penepdysus (MHOY3Us TPU TUTIOTCH3UN )

¢aykTyauust Mo3roBoro kpootoka (MBJI);

YBEJIMYECHHE MO3TOBOTO KpOBOTOKA (BhICOKOE AJl, aHemus, Turiepkapousi);
yBEJIMYEHHE MO3roBOro BeHO3HOTO naBiieHus (CPAP);

HapyUIEHUE CTPYKTYPHO-(DYHKIIMOHAIBHOTO COCTOSIHUSI 3PUTPOLIUTOB;

((OKCHI[aTHBHLIfI CTPCCCH,

12



"  HapyIIEHUS reMocTasa (IUCQYHKIUS TPOMOOIIMTOB W TUTIOKOATYIISITHS );

"  HMHBOJIOLMSA KallWJUIIPOB;

* u30bITOYHAs (uOpUHOIUTHYECKAs aKTUBHOCTh.llocnmennue tpu dakTopa
MOJATBEPKAAIOT NATON€HETUYECKYI0 3HAUMMOCTh T€MOCTa3U0JIOTHUYECKUX HapyIlle-
HUN B reHese LepeOpalibHbIX KPOBOU3IUSHUNA M OOOCHOBBIBAIOT HEOOXOIMMOCTD
UCCIIEOBAHUSI CUCTEMBI CBEPTHIBAHUS KPOBU B HEOHATAJbHOM mpakTuke. IIpuuem
ATU UCCIIEIOBAHUS HEOOXOIUMO MPOBOAUTH HE TOJBKO MPHU PA3BUBILIEMCSI KPOBO-
TEUYEHHH, HO U Y HOBOPOXKJIECHHBIX C PUCKOM DPa3BUTUS I€MOPPArn4yeckoro CHH-
IpoMa JJIsl IPUHATUS PELICHUS O LEJICHANPABICHHON paHHEW TEepanuy Ha dTare
7a00pATOPHBIX UJIM MUHUMAJIbHBIX KIIMHUYECKUX U3MEHEHUM.

HccnenoBanus CUCTEMBI T€MOCTa3a JIOJKHBI CTaTh YPI€HTHBIM U PYTHHHBIM
METOJIOM MOHUTOPHHIAa B IporpaMMme OOCJIeAOBaHWS HOBOPOXKICHHOTO peOeHKa,
TpeOyIoIIero MHTEHCUBHOM Tepariuu.

DTO OTpakK€HO B HOPMATUBHBIX JOKYMEHTAX, PETJIAMEHTUPYIOIIUX OKa3aHUE
MEJIUIIMHCKOW TOMOII HOBOPOXKACHHBIM JETSIM, B 4aCTHOCTH B «KimHUYeCcKux
MPOTOKOJIAX TUATHOCTUKYU, PEAHUMALIMU U UHTEHCUBHOW TEPANUU B HEOHATOJIOTUU
[5].

Jlo HacTosIIIero BpEMEHH B HEOHATOJOTMYECKUX CTallMOHapax YAENseTCs
HE0OOCHOBAHHO Maji0 BHUMAHUS JTIOKJIMHUYECKOMY BBISIBIICHUIO HAPYIIICHUI TeMO-
CTa3za y HOBOPOXJCHHBIX JETEH, MEPEHECHIMX BHYTPUMATOYHYIO THUIIOKCUIO U
POKJIEHHBIX B aCPUKCHUHU.

PanHss 1 cBOEBpeMEHHAs JUArHOCTUKA HAPYIIEHU T€MOCTa3a B KOMILJIEKCE
C YJBTPa3BYKOBbIMH (HelpocoHOrpadusi) U PEHTIEHOJOTHYECKUMHU METOJIaMHU
(kommploTepHAss ToMOTpadus MO3Ta) METOJAMH HCCICIOBAHUS 10 TIOSBICHUS
KIIMHUYECKUX MPU3HAKOB IepeOpaibHbIX KPOBOMBJIMSHUN (WJIM HA 3Tare MUHU-
MaJIbHBIX MPOSBICHUH) SBISIETCS HEOOXOIUMOW MPEANOCHIIKON YCTIEITHONW MaTo-
TeHETUYECKON Tepanuu U NpOo(UIaKTUKN WHBAIMIU3UPYIONTUX TTOCTIEACTBHUI.

Knaccudpuxanuu BXKK mo creneHu TsHKECTH, UCMOIb3yeMble B IMOBCEIHEB-
HOM MPaKTHUKE B YUPESKACHUSAX 3/[PABOOXPAHCHUS, IPUBEICHBI B TaOIUIIE 2.
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Tabmnuma 2
Knaccudpukanus BXKK mo creneHsm TsxecTu

Cuq;mwmipaﬂamm cr. Ipuznakn

o Papl le 1 | 30ampoBaHHOE KPOBOM3IHSIHIE B MATPHKC
(0e3 BIKK)
(koMTIbIOTEpPHAasT
2 B/KK 0e3 quiasitTanuu ey 109K0B
Tomorpadus)
3 B/KK ¢ nusitanmei xe1y104K0B
4 | B)XK+mepenxumaTo3Hoe KpPOBOH3IHsIHHE
mo Vol pe 1 | KpoBousausinue B marpukc (0e3 BIKK min
MeHee 109 o06beMa KeTy109KOB)
(Heupoconorpac]mﬂ) 2 | BXKK 3anumaer 10-50% 30HbI ety 104K0B
(mapacaruTTajgbHBIii cpe3)
3 | B/KK 3anumaer 6os1ee 50% 30HbI

JKEJTYI0YKOB (IMapacaruTTaJbHbIN cpe3)

[Ipyn MUHMMAIIBHBIX TIPOSIBICHUSIX IIepeOpanbHbIx KpoBousnusauii (BXKK 1-
2 cTeneHu) M Ja0OpaTOPHBIX MPU3HAKAX TUIOKOAryJsiiuu U (W) TpomOo3a
HE00X0AMMa COOTBETCTBYIOIIAsA YPI€HTHAsI KOPPEKIMS BBISIBIEHHBIX T€MOCTA3M0-
JIOTUYECKUX HapyIICHWH, OCHOBAaHHAs HAa CTPEMJICHMU HE JOIYCTUTh TpaHcgop-
Maiuu Jierkux Gopm kpoBousnusiui B 6osiee 3HauuMble (BXKK 3-4 crenenu wiu
TPOMOO3bI) U TEM CAMBIM CHHU3UTh PUCK MOTEHIMATIbHON MHBamuau3anuu. [loato-
My BC€ JI€TH, OTHOCSILIUECS K Pa3JIMYHBIM IPYIIIIAM PUCKA B CBSI3U C PA3BUTHEM CO-
CTOSIHUI, YTPOXKAIOUIMX KU3HU, HYXKIAIOTCA B MPOBEICHUHM T'€MOCTAa3UOJIOTHYE-
CKOTO 00CJIeIOBaHMs U TMHAMUYECKOM KOHTpPOJIE 332 CUCTEMOM I'eMOocTa3a B KOM-
IJIEKCE C paHHEeW coHorpauyeckord U KOMIBIOTEPHOUN TUAarHOCTUKON 1epedpaib-
HOW MaTOJIOTHH.

JI1st MUHUMHA3aUMU HEBPOJIOTMYECKUX MOCIEACTBUM, ONPEIEICHHYIO MOJIb3Y
MOKET OKa3aTh OOCJEeIOBAHHUE JOHOIICHHBIX MAlMEHTOB (I€CTAllMOHHBIN BO3PACT
6onee 36 Henens) mo mkaie Sarnat H.B., Sarnat M.S. (tabmmia 3), koTopast Bbljie-
JS€T TPU CTAaguu HapylleHUd IepedpalbHOro craryca (MIIEeMUYECKH-

runokcuyeckoi sunedanonatun) [20]. Mcxompl 3TUX cTaauil clieayronme:
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e cramus 1 - Hopma 100%;

e cragus 2 - HopMma 80%, MI0XO0M UCXOJ €CIIM CUMITOMATHKA COXPAHSI-
ercs 6bonee 5-7 nuen;

e cragus 3 - okono 50% JeTanbHOCTh, OCTABIIMECS B KUBBIX MMEIOT

TAKCIIBIC ITOCIICOCTBHUA.

B cBs13u ¢ BhIIIE W37I0KEHHBIM, HEOOXOIUMO HAYaTh ypreHTHOE 00ciea0Ba-
HUE C BKJIIOUCHHEM HCCIICIOBAHMS ITeMOCTa3uorpaMMbl U HelpocoHTrorpaduu, 1
ompeneneHus: o0bemMa Tepanuy C IeJbI0 MUHUMH3AIMU pUCKa TpaHchopMmamn
crtaguu 1 B ctaguro 2 ¥ 3 WK cTaauu 2 B CTAJIUIO 3.

Ha ocHoBaHMM JTaHHBIX JIMTEPATYPhI, COOCTBEHHOTO OIIBITa U PE3yJIHbTAaTOB
MPOBEJICHHBIX UCCIEA0BAHUM HAMU ObUIM OTOOpaHbI M MPEAJIOKEHBI ISl TIPAKTH-
YECKOTO MCIOJIb30BAaHUS HECKOJIBKO CKPUHHUHTOBBIX TECTOB i1 YPreHTHOM Aua-

THOCTUKM HapyLIEHUW B CUCTEME CBEPTBHIBAHMS KPOBU, KOTOPbIE OYAYT ONKCAaHbI

ke [2, 4, 5].

Tabmuma 3
Hlxana Sarnat H.B., Sarnat M.S.
Ipusnaxku Cranusa 1 Cranusa 2 Cranns 3
Co3zHanue Pasnpaxxenne Jleraprus, yruere- | Ctynop, koma
HUE
HepBHO-MBIIIEUHBII Her Topmoxenusi, | CHUXKEHHE CIIOH- OTcyTCcTBUE CIIOH-
KOHTPOJIb: MOBBILLIEHUE pe- TAHHOW JIBUTATElIb- | TAHHOW JABUTaTENb-
(bnekcon HOW aKTUBHOCTH HOW aKTUBHOCTH
Hopma YMepeHnHas runo- | Bamocts
Tonyc TOHHUS
YMmepeHHas qu- CunpHas nucrans- | HTEpMUTTHDYIO-
ITo3a cTasibHas (iexcust | Has Quekcus nias
IloBbIIEHME IToBpiIEHME CHuxeHue uim ot-
CyTCTBHE
NHTEeHCUBHOCTH pe- Jla unu HeT Ha Her
¢bnexcoB
CermeHnTapHasi MHOKJIO-
HUS
Cocanue CHuxenue CHuxenue unm or- | OTcyTCTBHE
CYTCTBHE
Mopo Ycunen CHukeH, HEoI- OtcyrcTBUE
HBIN
Oxynosectudynspusie | Hopma [ToBblIEHHE OtcyTcTBHE
Tonyc meun Cnabb1it [ToBbIIEHNE OtcyrcTBHE
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Cocanue CHuxeHue Caumxenue win ot- | OTCyTCTBHE
CyTCTBHE
ABTOHOMHBIE PYHKIIUU
3pauku Munapuas Mmuo3 Hepasnrie, mioxas
dboTopeakiusi,
bukcanus
Jpixanue Hopma Penxue annon YacTele arHod
CeppeuHslii pUTM Taxukapaus bpanukapnus BapuabenpsHOCTh
CanuBanus Penxas [Ipody3nas BapuaGenpHas
HNutectunanbnas moto- | Hopma VYuyaienue cryna, BapuaGenpHas
puKa nuapest
Cynoporu Her DoKaJIbHBIC WIIH Cynoporu 6e3 uet-
MyIbTU(OKATBHBIC | KO XapaKTepUCTH-
(6-24 vac sxu3HM) KH
20I Hopwma Huszkuit BonpTaxk, |Ilepuonnueckue
MeJJIEHHBIE T, A MaTTePHBI C U30I0-
TEHIMAIBHOHN (a3zoii
JnurenbHOCTh cuMnTO- | MeHee 24 yacoB 2-14 nueit Ot 49acoB 10
MOB HeZelb

I'emocTa3unonoruueckoe 06CJ'ICI[OBaHI/IG OCYHICCTBJICTCA C UCIIOJIb30BAHUCM

00pa3ioB BEHO3HOH KPOBH M BKIIOYACT CIICAYIONIHE Ja0OpaTOpHBIE HCCIEI0Ba-

HUA:

N o g bk DN

8.

AKTUBHpPOBaHHOE  MapLHUAIBbHOE  TPOMOOIUIACTUHOBOE  BpeEMs
(AIITB);

[TporpombunOBOE Bpems (IITB);

MHO (mexayHapoiHOE HOPMAJTM30BAHHOE OTHOIIIEHHUE);
[TporpombunoBbIi HAEKC (ITTH);

OuOpPUHOTEH KPOBH;

TpoMOuHOBOE Bpems;

YPpOBEHB I-IUMEPOB;

[Toxcuer Koau4ecTBa TPOMOOIIUTOB.

[Tokazatenu MHO u IITU sBAsitOTCA NPOW3BOJHBIMU OT TMOKA3aTeIsl MPO-

TpombunoBOrO BpemeHu. MHO ompenensieTcss kak mpOTPOMOWHOBOE OTHOIIICHHE

(ITO) B cTrenenn MexXIyHAPOJHOTO MHAEKCA yyBcTBUTENbHOCTH (MUY):

ITTBOoanHOTO

o = . _ MUY
0 ITBuopma °’ MHO =10
_ IITBuopma o
1 = IITBGoJIBHOTr O 100%.
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UccnenoBannio MHO crenyer otnaTh mpeanouTeHUe, Kak HanOoliee WH-
dbopmatuBHOMY. HOpMaTuBHBIE JaHHBIE TIO OCHOBHBIM T'€MOCTa3MOJIOTHYECKUM
TecTaM IpeAcTaBieHbl B Ta0auax 4 u 5. OT00p KpoBH JIJIsi UCCIIEIOBAHUS CBEP-
THIBAIOUIEH CUCTEMBI KPOBH Yy HOBOPOXKJEHHBIX - HanOOJee OTBETCTBEHHBIN 3Tal
oOcnenoBanus. [[s vcciienoBaHus CUCTEMbI T€MOCTa3a UCIOJIb3YeTCsl TOJIbKO Be-
HO3Hasl KPOBb, B3sTas U3 Nepudepuyeckoil BEHbl CyXOl CHIIMKOHU3UPOBAHHOW HT-
70#1 B TouHOM o0BeMe 0,9 MJ B cienuaibHyIO MJIACTUKOBYIO TPOOUPKY CO CTaOu-
mu3atopoM (antukoaryisaToM - 0,1 miu 3,8% pactBop mutpara HaTpusi). [IpoOsl
KpPOBH C MpU3HAKAMU F€MOJIN3a WK CTYCTKaMU JJISl HCCJIEIOBAHUS HE IPUTOIHBI.

HopMaTHBHOE KOIMYECTBO TPoMOOLHTOB cocrasisier 180-350*10%/1. Cru-
JKEHHe KOJIHYECTBA TPOMOOLIUTOB y JOHOMICHHBIX eTell Meree 100%10%/1m, a Hemo-
HOmeHHBIX MeHee 150*10%/11 cnenyer paciieHnBaTh, Kak TPOMOOLUTONCHHIO.

[Ipy KIMHUYECKON MHTEPHPETALMU HEOHATAJIbHOM KOAryJorpaMMbl U KOa-
TYJSIUOHHBIX TECTOB y JIE€TEH MEpPBOro Troja >KU3HU HEOOXOJAMMO YUYUTHIBATH
MOCTHATAJIbHBIM M TreCTallMOHHBIM BO3pacT. [lokazarenn remokoaryisiuu B3poc-
nbix, oco0enno 1o [1TB u AIITB He MOTYT HCIIOIB30BaThCS B HEOHATATBHOU KIIH-
HUYECKOM mpakThke [27].

Uccnenosanne d-Dimer oTpaxkaer copepx’aHue B KPOBH MPOAYKTOB JIeTpa-
naruu GuOprHA, KOTOphIe 00pa3yroTcs B pe3ysibTaTe BO3JEHCTBUS TJIa3MHUHA Ha
¢ubpunHbIiA cryctok. [loBeimenue coaepxxkanust d-Dimer moxer ObiTh nipu [IBC,
BEHO3HOM TpoM0Oo03e, TPOMOOAIMOOIUU JIETOYHOM apTepuH WM TPH MOPAKEHUU
MEYCHU.

Yposens d-Dimer mo Walters D.V. B HopMme HaxoauTcs B THpenenax
>0,5<1mxr/mia wiau >500-1000 ur/ma [32].

B uccnenoBanusix Fang Yong Jun et al. mpeayaraercsi HOpMaTUBHBIN ypo-
Bedb d-Dimer 0,26+0,03 mr/i v 260+30 \r/mia. Y CTaHOBIEHO 3HAYUTEILHOE I10-
BBIIICGHUE  ATOTO  TMOKa3aTedsi Yy  HOBOPOXKAEHHBIX C  TUIIOKCHUYECKH-
uieMuueMudeckor sHuedanomnaruedt 10 ypoBHs 3,50+0,20 mr/m umu 3500+200

Hr/Mi1. KoppensaimoHHbIi aHamu3 moka3an TeCHYIO TOJIOKHUTEIbHYIO0 3aBUCUMOCTh
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(r=0.987) mexnay ypoBHem d-Dimer u cHHIpPOMOM CHCTEMHOTO BOCHIATHTEIHHOTO
oTBeTa. ABTOPBI MPEINOIAraloT 3HAYUTEIbHYIO poiib d-Dimer B maroreHese rurmo-
KCHUYECKU-UIIEMIUEMHYECKOH dHIIe(haonaTum, a Tak)ke B TUArHOCTHKE, JICYCHUH
U TIPOTHO3E.

Tabomuma 4
[TokaszaTenn reMocTasa y «3I0pOBBIX» HETOHOIIEHHBIX HOBOPOXKIEHHBIX
(30-36 menenb recrarun) [11]

Tect 1 nenn S eHb 30 nenn 90 nenn
AIITB (cex) 27-79 27-74 26-62 28-50
IITB (cex) 10-16 10-15 10-13 10-14
duépuHOTEH T/ 1,5-3,7 1,6-4,8 15-4,1 1,5-3,6
TB (cek) 19-30 18-29 19-30 19-31
Tabmuma 5

PedepeHTHBIC THana3oHbl KOATYJISIIMOHHBIX TECTOB IS JOHOIICHHBIX aeTei [11]

Tect 1 cyr. 5 CyT. 30 cyr. 90 cyr. 180 cyT.
——— 13.0 125 118 123 125
(10,6-16.2) | (10.0-15.0) | (10.0-13.6) | (10.0-14.6) | (10.0-15,0)
THO 1.0 0.91 0,79 0,88 0,91
(0,61-1,7) | (0.53-1.48) | (0,53-1,11) | (0,53-1,32) | (0,53-1,48)
53.6 50,5 447 39,5 375
AITTB (cex) | 57579 4y | 26.9-74,1) | (26,9-62,5) | (28,3-50.7) | (27,2-53.3)
T8 (cox) 248 241 24.4 251 25.0
(19,2-30.4) | (18.2-29.4) | (18,8-29,9) | (18,2-31,4) | (19,7-30,4)
Duopuroren | 243(15- | 2.80(16- | 253(15- | 246(L5- | 2.28(L5
(/) 3,73) 4,18) 4,14) 3,53) 3,60)

[TponourupoBanue IITB g0 16 cexyHa cOmpoBOXAAETCS PUCKOM TeMoppa-
TUYECKOro cuHapoma (4yBcTBUTENIBHOCTH 0,7, cieruduanocts 0,57, mpu MOI0XKH-
TeIbHOU nmporHoctuyeckoi 3Haunmoctu 0,62). Y nnmunenue AIITB no 55 cek (dyB-
ctBuTenbHOCTH 0,8, cienuduanocts 0,95, py MOT0KUTEITLHON MPOTrHOCTHISCKOM

snaunmoctu 0,8) [25].
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I'emopparudeckasi 60J1e3Hb HOBOPO KIEHHBIX

['emopparuueckas 00yie3Hb HOBOPOXKIEHHOTO - 3a00JIeBaHME IeTEH B HEOHA-
TaJIbHOM TIEPUOJIE, TPOSBIISIONIECECS MOBBIIIEHHOW KPOBOTOUYMBOCTBIO, CBSI3AHHOM
C HapylieHneM MmpoTpoMOuHOOOpa3oBanus (nedunut dakropos II daser cBepTHI-
BaHUS KPOBH) BCIIEJICTBUE HEAOCTATOYHOCTU (PAKTOPOB KOAryJSAIHMH, aKTUBHOCTh
KOTOPBIX 3aBUCHT OT COJEpKaHusl BUTamuHa K.

Tepmun «remopparuueckas 6071€3Hb HOBOPOKJICHHOTO» Mpeaoxui B 1894
rogy C. Townsend [30] ayis onucaHus CIOHTaHHBIX KPOBOTEUYCHUH Yy HOBOPOIXK-
JICHHBIX, HE OOYCJIOBJICHHBIX TPaBMON WM BPOXKJIECHHBIMH T'€MOpPpParnyeCKUMU
HapyIIEHUAMH, TaKUMU Kak remodwmius. [louck mpuurHbl remMopparudeckoin 60-
JIe3HM HOBOPOJXKJICHHBIX Hadancs B 1913 roay, korma Wipple ycranoBui, 4to ee
MPUYMHONA MOXKET OBbITh CHM)KEHHE aKTUBHOCTH MPOTpoMOMHa. B HacTosiiee Bpe-
Ms JaHHBIM TATOJOTMYECKUH CHHIPOM TIPUHATO Ha3blBaThb «BUTaMuH K-
nedurutHeIMU KpoBoTeueHusiMu» (BKIK).

BKJIK 4BAsIFOTCA MPEMMYyIIECTBEHHO MATOJIOTUEN MEPUOAA HOBOPOKIECHHO-
CTH, HO MOTYT BCTpeYaThCcsl U y JeTeil Oosiee crapiiero Bo3pacTta, 0COOEHHO Npu
HaJU4YMH OIPEIEICHHOIO MAaTOJOTUYECKOrOo (POHA: CHHAPOM KOPOTKOM KHILKH,
IUCOAKTEpPHO3, TEHETUYECKUE aHOMAJIUH U JIp.

Yacrora BK/IK B pa3HbIX cTpaHax pa3M4acTCs B 3aBUCUMOCTH OT IIUPOTHI
oXBaTa MporpaMmamu MpopUIAKTUKA HOBOPOXKACHHBIX BUTaMUHOM K u ux s¢-
(EeKTUBHOCTH, YaCTOTHI TPYJTHOTO BCKAPMJIMBAHUSA, a TAK)KEe OT COACpPIKaHUs BUTA-
MuHa K B mpuUMEHsIeMBbIX CMECSX Il UICKYCCTBEHHOTO BCckapmuimBaHus. PacoBas
MPUHAAJIEKHOCTH U 10J peOeHKa He BIUAIOT Ha 4acTOTy Bo3HMKHOBeHUsI BK/IK.

Y HOBOPOXKICHHBIX, HE MOTYYaBIINX MpoUIakTUKy BUTaMuHOM K, gactora
BKJIK nHa nepBoii Hegene xu3Hu cocraiser ot 0,25 no 1,7%. BBenenue npo-
rpamMMm MpoUIAKTUKH TPUBEJIO K CHUKEHUIO 4acToThl mo3aHux ¢opm BKIIK B
ctpanax EBpomnbl u A3uu ¢ 4,4-7,2 no 1,4-6,4 na 100 000 poxxaenwmii [15, 23, 29].

B benapycu wactora BKZIK cocrasisiet 3 cirydast Ha 1000 HOBOpOKICHHBIX.

B nacrosimee Bpems B Pecniy0nmke benapych eXeroaHo ot 0CI0KHEHH TemMoppa-
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THYECKON 00JIe3HU HOBOPOXKACHHBIX yMupaet 5-15 gereii (manusie 32 ¢opmbl 3a
2010-2011 r. r.). Kaxxaerit ron npumepno y 150-200 HOBOPOKACHHBIX pa3BUBAIOT-
CAd BHYTpHYEpENHbIC KpOBOM3IUAHUA, ¥ 260-350 HOBOPOKIACHHBIX — TSKEIbIC
kpoBoteueHus Ha (pone BK/IK.

Pa3BuTre reMopparnyeckoro CMHApoOMa CBS3bIBAIOT C JACPUIIUTOM y HOBO-
poxxaeHHbIX BUTaMuHa K. CBepThiBaHHE KPOBU — CIIOKHBIN MPOLIECC, COCTOSIMIMI
U3 3 mocnea0BaTeNbHBIX 3TANOB, TpeOyomux 13 pasnuvHbX (akTOpOB Koarys-
nuu. [leuenp yenoBeka HykaaeTcsi B BUTaMuHe K ISl CMHTE3a YeThIpex U3 ITHX
(haxkTopoB.

Cpennsist 1oTpeOHOCTh HOBOPOXKACHHBIX U JETEH paHHEro Bo3pacTa B BHUTa-
muHe K, mocrynarouiem ¢ nuiei, coctaBiseT S Mr B cyTku. OgHako Juist mpodu-
JAKTUKU TeMOPPArnyeckor OOJIE3HH HOBOPOXKIEHHBIX PEKOMEHIYETCS €KEJIHEB-

Hoe noctyruieHne He MeHee 10 mr Butamuna K [24] (Tabnuna 6).

Tabmauia 6
ExxenHeBHast Bo3pacTHas MOTPeOHOCTh B BUTaMuHe K
KATEI'OPUA BO3PACT,BTI'O- |J103A BUTAMUWHA K,
JAX Mr
Jletn 0-1 10
1-3 15
4-6 20
7-10 25
[TogpocTku 11-14 30
15-18 35
Bspocabie myxunnasl | 19-70+ 45
Bspocunbie sxenmmabl | 19-70+ 35
bepemenHbIe +10
Kopwmsitiue skeHIIUHbI +20

Y HOBOPOXXJICHHBIX HMEETCS HCXOAHBIN AePUIMT BUTamMuHA K, mpuuem
npumepHo y 50% aereii 3TOT neUIMT BechbMa CyIIECTBEHHBIN. DTO 00YCIOBICHO
psaaoM (HaKTOPOB, KOTOPHIE MOT'YT BO3HUKHYTh KaK BO BpeMsi OCpEeMEHHOCTH, TaK U
B IIOCTHATaJILHOM Tieproie (Tadmauia 7).

Tabmuma 7
dakTopsl, npuBOAsAIINE K AehUIUTY BUTaMuHa K 'y HOBOPOXKICHHBIX
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MEPUOJ  PA3-| ®AKTOPHI, MPUBO/SIIIMNE K JE®@ULIMTY BHU-
BUTHUS PEBEH- | TAMUHA K

KA
BuyTpuyrpooHusiii | [Ipuem MaTepbio BO BpeMsi OEpEMEHHOCTH:
nepuon ® AHTUKOATYJISHTOB MPSAMOIro ACHCTBUSA (M3 TPYIIIbI

HEOJMKyMapHHa);
® IIPOTHUBOCYJAOPOKHBIX TipenapaToB (peHodbapOu-
Taj, TudeHuH, PEHUTOUH U Ap.);
® aHTUOMOTHKOB IIMPOKOTO CIIEKTPa JICUCTBUS;
® MPOTUBOTYOEPKYJE3HBIX TMpemapaToB (pudammu-
IIUH, U30HUA3A] U JIp.);
I'ecto3 Ha OoHE HM3KOTO CHHTE3a ICTPOTCHOB (CyTOUHAs
AKCKpELHUsI 3CTPOr€HOB ¢ MOYOM — MeHee 10 Mmr)
['enato- u sHTEpONIaTHHU Y MaTepu
JlncOmo3bl U qUCOAKTEPHO3bI KUIIIEYHUKA Y MAaTEPH
NuTpanaTtaabHblii | XpoHUYECKas THIIOKCHA U acUKCHUS TUIOA B POJIax

nepuos Ponopaszpenienue myteM KecapeBa CEUCHHS
PonoBast TpaBma

ITocTHAaTAABLHBIN Henonomennocts

nepuos [To3nHee npukIaabIBaHUE K TPYAU
OrcyTcTBHE WM HEIOCTATOYHBIA O00BEM TPYAHOTO
BCKapMJIMBAHUS

JlnTenbHOE NapeHTEPATbHOE MUTaHUE
AHTUOMOTHKYU HMIMPOKOTO CIIEKTpa AEUCTBUS
Cunnpom manbadcopOuu

MexaHuyecKkue XeNTyXdu pa3IMyHOro reHesa (aTpesus
KEJTUYEBBIBOSIINX MTyTEH, X0JIEeCTa3 U JIp.)
I'enatuTts

Lenuakus

MykoBucuenos

Kuctodubdpo3 nomxeny104HON Kene3bl
Jeduuut o-aHTUTPUTICUHA
AGeTanunonpoTenHeMUs

H3B€CTHO, yto BUTaMuH K O4YeHb mjI0Xo IMPOHUKACT YCPEC3 IUIAUCHTY, IIO-
9TOMY COJACPIKAaHNUC €TO B HynOBHHHOfI KpOBH BCCrada HUXKC, YCM B OPraHu3Me Ma-
TCpHU. ITocne POXKACHUA MMOCTYIINICHNC BUTAMHWHA Kc I'pyAHbIM MOJIOKOM HCOOCTa-
TOYHO (co,uepxcaHHe ButamuHa K B IrpyaAJHOM MOJIOKC 3HAYUTCJIIBHO HMKC, YCM B

KOPOBBEM MOJIOKE WJIM MOJIOYHBIX CMECSIX, U cocTaBisieT Bcero 15 mkr/m [19]), a
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akTUBHAs BbIpaboTka BuTamuHa K xummeunoit Mukpodiopoit HaunHaeTcs ¢ 3-5 cy-
TOK JKM3HU pEOCHKA.

Butamun K-3aBucumbie daktopbl koarymsiuu ((pakrop Il - mporpomOuH,
dakrop VII - mpokonBeptuH, paxtop IX - anturemodunpusbiii rao0ynus B u dak-
top X - pakrop Ctroapta-Ilpayspa) cMHTE3UPYIOTCS B IEYEHHU B BUJI€ HEAKTUBHBIX
npeKypcopoB. VX akTuBaiusi mpoOUCXOIUT B MPUCYTCTBUM BUTamuHa K myTem y-
KapOOKCUITUPOBAHHUS OCTATKOB TIIIOTAMUHOBOW KHCJIOTHI C ydacTueM (epMeHTa -
MIIIOTaMUWIKapOoKcHiiassl. BeiaeacTBue 3Toro yBenInuuBaeTcs OTpULIATEIbHBIN 3a-
psia OETKOBBIX MOJIEKYN (DAKTOPOB KOAryJsldd, MO3BOJIAIOMIMNA UM CBS3BIBATH
KaJIbI[UH, KOTOPBIA TpeOyeTcs sl aAre3uud 3Tux (GakTopoB ¢ GochaTuauiIxoiu-
HOM TPOMOOIIUTOB U (POPMHUPOBAHUS UYPE3BBIYANTHO aKTUBHOTO (PEPMEHTHOTO KOM-
rJeKca, Heo0XoAMMOTO JjIst oOpa3oBaHus PuOpHUHA.

[Ipu orcyrcTBUM/nedunute ButamuHa K oTMeuaercss CHUXKEHUE COJlepKa-
HUA B KpOBH (YHKIIMOHAJIHHO AKTUBHBIX (DAKTOPOB KOATYISIIIUU U YBEIUYCHUE
KOHIICHTPAIIMH HEaKTHBHBIX MPEKYPCOPOB BUTaMHH K-3aBUCHMBIX (aKTOPOB, 000-
3HayaeMbIx abopeBuatypoit PIVKA (Protein Induced by Vitamin K Absence).

[Tpu rinyookoi HenoHomeHHoctu (II — IV crenenn) m3-3a HEAOCTATOYHOTO
CTaHOBJICHHs OelKOBO-cuHTeTHUecKor ¢yHKuuu nedenn PIVKA B xpoBu moutu
HE OTPENIETISI0TCS, U MOCTe BBEICHUS MperapaToB ButaMuHa K ormedaercst He3Ha-
YUTETHFHOE HapacTaHWEe aKTUBHOCTH (DAKTOPOB MPOTPOMOMHOBOT'O KOMILIEKCA.

BcnenctBue 3Toro Hanbosiee 4acThIM OCIIOKHEHHEM Y TaKUX JIETEH SIBISECT-
csa ABC-cunnpoM, codeTaromuicsi ¢ BhIPAXKEHHBIM JAehUIUTOM (PAaKTOPOB CBEP-
THIBaHUS, CHHTE3UPYEMBIX B MEYCHHU. B TeueHne JoAToro BpeMeHH TaKue MmaToJio-
TUYECKUE COCTOSIHHS PACIICHUBAJINCh KaK «BTOPHYHAS TeMopparudeckas 00je3Hb
HOBOPOKICHHBIX», XOTS JTAHHOE OTMpee/iCHUEe HEMPUEMIIEMO U3-3a TOTO, YTO YBO-
JUT Bpada OT pacro3HAaBaHMsI OCHOBHOTO MEXaHHM3Ma PAacCTPOICTBA remMocTrasa -
JBC-cunnpoma, u mpeAonpeensieT HeNpaBUiIbHOE JICUCHHE.

[TpuHsSTO paznuyaTh TpU BapuUaHTa TEMOPPArvdecKoi OOJE3HM HOBOPOK-

JICHHBIX
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o PanHss;
o Kaccuueckas;
o Ilo3guss.

Pannue BK/IK Bo3HuKaioT B mepBble 24 yaca Iocie pokaeHHUs peOcHKa.
HabGnrogarorcs 10CTaTOYHO PEeNKO U OOYCIOBJIEHBI IJIaBHBIM 00pa3oM MPUEMOM
MaTepbi0 BO BpeMs OEPEMEHHOCTH MPOTUBOCYIOPOKHBIX, MPOTUBOTYOEPKYIE3-
HBIX, aHTHOAKTEPUAIbHBIX MPENapaTOB WM aHTUKOATYJITHTOB.

Puck BKJIK mpu npueme OepeMEeHHOI NPOTHBOCYAOPOXKHBIX MpPENapaToB
00yCJIOBJIEH KOHKYPUPYIOIIMM UHTHOUpOBaHUEM cuHTe3a mpekypcopos I, VI, IX
u X (akTOpOB CBEPTHIBAHUS KPOBH, a TAKKE MHAYKIHEH (PEeTalIbHBIX MHUKPOCO-
MaJIbHBIX (PEPMEHTOB, YUaCTBYIOIIUX B Jerpaaanuu ButamuHa K. Y HoBopoxIeH-
HBIX Ha 3ToM (oHE HEecKOIbKO m3MeHsercs ctpykrypa BKJIK mo cpaBHenuio c
JE€TbMH, UMEIOLIMMU JpYyrue MpU4YuHbl geduiura BuTamMuHa K: KpOBOTEUECHUS Y
HUX BO3HHUKAIOT paHbllle, YACTO B MEPBBIC YAChI MOCIE POXKACHUS, U HOCIT OoJee
BBIPOKEHHBIN XapaKTep, U3MEHSETCA JIOKAIU3alus KpoBOTeUeHUM (HAOII01at0TCs
MHTpaa0JOMUHAJIbHbIC, BHYTPUTPYJHbIE W HWHTPAKpaHUAIbHBIE KPOBOTCUCHUS)
[21].

Hasznauenue Butamuua K B paHHEM MOCIEPOIOBOM MEPUOAE AJIA MPEIOT-
BpauieHus 3toi popmel BK/IK HeappexTruBHO.

BKJIK moxeT nposiBIsSATbCS MEJICHOM (KUIIIEYHBIM KPOBOTEUEHUEM, TUATHO-
CTUPYEMBIM M0 HAJIIMYUIO CTyJa YEPHOTO IIBETAa WJIM CBEXKEW KPOBU B KaJOBBIX
Maccax), KpOBaBOM PBOTOM WJIM PBOTOM KEITYJOYHBIM COJIEPKHUMBIM IIBETa “KO-
(deliHOM TyIu”, UHOT/Ia MAaTOYHBIM KPOBOTEUEHHUEM Y HOBOPOXKICHHBIX JI€BOYEK.
Kpome 3Tux cCUMITOMOB, y HOBOPOXKJIEHHBIX T'eéMOpparuyeckas 00Je3Hb MOMKET
MPOSIBIISITHCS KehaJoreMaTroMoi, KpOBOTEUEHUEM TPU OTIAJIEHUN OCTaTKa MyTo-
BHUHBI, PEKE KPOBOUBJIMSIHUEM B MO3T (BHYTPHIKEITYI0UKOBBIMH, CyOapaxHOUIAITb-
HBIMH, CyOypaIbHBIMUA FEeMaTOMaMH ), JIETKHUE, MIEYeHb, HAAITOYCUHUKHU.

OOwbHBIE KPOBOTECUCHUS MPOSBIISIOTCS OJICTHOCTHIO KOXKH W CIMU3UCTBIX

000JI04YeK, TaxXuKapJuen, J1abopaTOpPHBIMU MPU3HAKAMH MOCTTEMOPPArnYeCcKOon
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anemuu. [Ipu HECBOEBpEMEHHOM OKa3aHWU MOMOIU PEOSHOK MOXKET MOTUOHYTH
OT TeMOpPParuveckoro Ioka BCIEACTBUE OCTpoil kpoBomoTepu. KoxkHbie U moj-
KOXHbIE TeMopparuu (mypnypa) B BHJIE NMETEXUM, paCIPOCTPAHEHHBIX IKXHUMO30B
BCTPEYAIOTCS PEXKE.

Knaccnueckas ¢popma BKIK. Berpeuaercst kak y ieTeil, MaTepu KOTOPBIX
MOJIy4aJiid BO BpeMsi O€peMEHHOCTH JIEKAPCTBEHHbBIE CPEJICTBA, MTOBHIIIAIONINE PUCK
pasutuss BKJIK, Tak ¥ y HOBOPOXIEHHBIX, HAXOASAIIUXCS HMCKIOYUTEIBHO HA
rpyaHoM BckapmiimBanuu. Yactora kiaccumdeckor dopmel BKJIK — ot 400 no
1700 ciryaaeB Ha 100 000 poxnenuii [34].

TUNUYHBIM TIPOSIBICHUEM 3a00JICBaHUS SIBISIETCS KPOBOTOUMBOCTH, BO3HHU-
Karomas Mexay 2-M U 5-M JHSMHU KU3HM M 3aTEM HUcYe3arolas B TeueHue 2-3
nuer. Hanbosee yacThl KemynoyHO-KUIIIEUHbIE KpoBoTeueHUs. Hepenko BO3HU-
KalOT TAKXE MyNOYHbIE U HOCOBBIE KPOBOTEUEHHS, MHOKECTBEHHBIE KPOBOMU3IIH -
HUSI B KOKY U MOJKOXHYIO KJIeT4arKy. [Ipu HECBOEBpEMEHHOM HWJIM HEAOCTATOY-
HOM JICYEHHHM KOJMYECTBO JIETANbHBIX MCXOA0B pocturaer 30%, mpuyem Oo0b-
IIMHCTBO JETEH YMHUPAET B MEpBbIC 2-3 IHS MOCIE HAYaJla TEMOPPArnYeCcKuX Mpo-
SIBJICHUI.

CwmepTh yare oOycCIOBIIEHa MAaCCHBHOM OCTpPOIl KpPOBOTIOTEPEH MU KPOBO-
U3IIMSHUSIMU B MO3T, PEXEe — KPOBOUBIHUSHUSIMHU BO BHYTPEHHHE OpTraHbl (MOYKH,
MeYeHb, MBIIIIY cepAla). B pe3ynbraTte KpOBOU3IUSHUM B HAJIMOYEYHUKU U BO3-
HUKHOBEHHSI OCTPOM HAJAMOYEUHUKOBOW HEAOCTATOYHOCTU BO3MOKHO Pa3BUTHE
KOMAaTO3HOT'O COCTOSHUSI.

[IporHo3 HeomnpeaeaeHHbIN BCIEICTBUE BEPOATHOCTH OBICTpOW TpaHChOp-
Mally HAavaJlbHbIX HE3HAYUTEIbHBIX KPOBOTEUEHUIN B KpailHE TSKEIIbIE, a TaKKe
M3-32 BHE3AITHOTO BO3HHWKHOBEHMSI KPOBOMBJIMSHUNA B MO3T W JAPYrue >KU3HEHHO
BA)KHBIE OPTaHBbl.

IMo3auue BK/IK. ITepBoe coobmenne o BK/IK ¢ mo3mHuM Havaaom OTHO-
cutcst k 1977 rony [12]. ITo3aure BKJIK — 3To Henmpeackazyemble KpOBOTCUCHUS,

oOycioBlieHHbIE TshKeNnbIM Aedunutom BuTammHa K y gereit B Bospacte 2-12
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HEeJleJIb C MAaKCUMAaJbHOM YacTOTOM BO3HUKHOBEHUS MEXKIY 2-U U 6-U HeaensMu
*u3HU peOeHka. [IpumepHo B monoBuHe ciaydaeB nosanue BKIK mposBistores
BHYTPUMO3TOBBIMH KPOBOU3JUSHUSIMU.

[Tozgune BK/IK mpeoGnanarot y neTeil, HAXOAAIIMXCA UCKIIIOUYUTENBHO Ha
IPYJHOM BCKapMJIMBAaHWH, MPUYEM y Y4 3THX JETEH HUMEIOT MECTO HAPYIICHUS
GYHKIMY TICUCHHW WM CHHAPOM MasibabcopOruu [14]. DTo 03HaydaeT, YTO MEYCHD
HOBOPOXKJICHHOTO HE MOXET aJ€KBaTHO CHUHTE3UPOBAaTh (DAKTOPHI CBEPTHIBAHUS
KPOBH WJIM CO3/1aBaTh 3amackl BUTaMuHa K B HE0OX0JMMOM KOJIMYECTBE.

[Ipu poxxaeHun peOeHKa BCerjga CyILIECTBYET HENpe/CKa3yeMblil pUCK Te-
MOpparu4ecKux OCJI0XKHECHUN. BeposTHO, HOBOPOXKIECHHBIE C JUIUTEIBHOU KENTY-
XOU JOJIKHBI 00Jiee TIIATENbHO 00CIeI0BaThCS Ha MPEIMET BBISBICHUS MEYECHOY-
HOIl maronoruu. Ilpy Hanuuuu y peOeHKa KOHBIOTAaMOHHOW runepOunmpyOuHe-
MHH CIIETYET PACCMOTPETH BOIIPOC O Ha3HAUYE€HUH BUTaMuHa K.

[Mozmusis dopma BKJIK compoBokaaeTcss HauOObIIIEH JIETaTbHOCTHIO IO
CPaBHEHHMIO C APYrUMU (pOpMaMH B CBS3U C YACThIM PA3BUTHEM BHYTPHUUEPEITHBIX
KpoBou3nusHUM (cyOapaxHougaibHbeix — 90% ciydaeB, cyOaypainbHbIX, TAPEHXH-
MAaTO3HBIX, BHYTPUKETYT0YKOBBIX).

bonbmmHCeTBy cityyaeB Tspkenbix BK/IK npeamectByroT «rpenyrpexkaro-
M€ KPOBOTCUCHUS», HE3HAUUTENBHBIC 110 CBOEM BBIPAXKEHHOCTM W YacTO HE
HacTopaxuBarolye Bpadya. KpoBoTeueHuss MOTYT HaOJIIOAaThCA B OJHOM WJU He-
CKOJIbKMX 30HaXx:

® CIIM3UCThIE 000JOUKHU HOCA, TOJIOCTH PTa
® MeCTa UHBbEKIMM (BaKIIMHAIWN)

® KOXXHBIE TEMOpparuu

® T0JKOXHBIE T€MaTOMBI

® TreMaTypus U Jp.

[IpodunakTka remMopparndeckoi O0OJIe3HH HOBOPOXKICHHBIX oOecrieunBa-

CTCA BHYTPUMBIIICYHBIM BBCACHUEM IIPU POKIACHHNN BUTaAMHKHA Kl (KOHaKI/IOH, (1)I/I-
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TOMEHA/IMOH, BUTAaKOH U Ap.) B no3e 0,5-1,0 Mr 1j1s1 JOHOIIIEHHBIX AETEH; IS He-
JIOHOIIIEHHBIX JIeTel ¢ Maccoii 6oaee 1000 r - 0,5 mr; menee 1000 r - 0,3 mr.

OpaHO3HAYHBIX PEKOMEHJAlMKA MO TepopaibHOM mpoduiiaktuke HeT. [lpu
MTOJTHOM €CTECTBEHHOM BCKapMJIMBAHHUU PEKOMEHIYETCs TIepopasibHas mpoduiiak-
THKa B JI03€ 2 MI' C TIEPBBIM KOPMJICHUEM, 3aTeM B | Heento, 4 HeJlenu U 8 HeJleNb.
[lepopanbHasi npoduiIakTUKa MPOTUBOIOKAa3aHA HEJOHOUIEHHBIM, OOJBHBIM, IO-
nydaromM aHntuounotuku, npu xojecraze (Neofax 2012). CornacHo naHHbIX A.
Busfield u xosuter BHyTpuMBbIIIeYHOE MPOPUIAKTHUECKOE BBEcHHE BUTaMHHA K
(Konakion®™) compoBokaanock pa3sBHTHEM BUTAMUH K-3aBHCHMOrO KPOBOTECUECHMUS
¢ gacroron 1 Ha 845000, mpu opanpHOM BBeneHuM mnpemnapara — 1 Ha 232000, a
MIPU OTCYTCTBUU NMPOGUIAKTUKH COMPOBOXKIAIOCH 3HAYUTEIBHO 00Jiee BBICOKOM
gactotor — 1 Ha 8500 [13]. [To nanaeM A. GOOrin yacToTa reMopparu4yeckon 0o-
JIE3HU HOBOPOXACHHBIX 0e3 nmpodunaktuku ButamuHoM Kj coctasmser 1 na 200-
400 [16].

[Ipumep n3 Hamew npaktuku. [lTamment C. Pomuncs 27.04. B otneneHue
nerckoit xupypruu noctynuia 02.06 ¢ MOCTUHBEKIIMOHHOW TeMaTOMOM JIEBOTO
Oenpa, aHeMHUEH U CYyTOPOKHBIM CHHIPOMOM.

Koarynorpamma:

03.06.AIITB 29 cex. IITB 18 cex. ®ubpuuoren 3,4 r/n Tpombormtsr 221x10%/1
05.06.AIITB 31 cex. IITB 20 cex. ®uGpunoren 3,5r/1 TpomGomuTst 280 10%/1
09.06.AIITB 131 cex. ITTB 21 cex. ®udpurores 2,6 r/1 TpoMGomuTs 330%10°/1
16.06.ATITB 31 cek. IITB 16 cex. dubpuuoren 3,8 /1 TpombowuTs 621x10%/1
Huarnos: I'emopparnyeckas 00s1e3Hb HOBOPOKJIeHHbIX. [lo3aHss1 hopma. AHeMus.
CyOnypasibHas TeMaToMa B MPaBOl TEMEHHO-3aTHUIOYHOM 007acTH (CM. PUCYHOK
4).

OnepaTuBHOE HEHPOXUPYPIHUUECKOE JICUCHUE (TpenaHaIys 4eperna ¢ yaaie-
HUEM TemMaToMbl) u HeomHokpatHoe nepenuBanue C3I1 u DMOJIT ¢ Gnaronpusit-

HBEIM HMCXOJIOM.
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Pucynoxk 4 — PKT ronoBaoro mosra pedenka C., 1 mecsan 10 quei.
Huarno3s: I'emopparuueckas 00yie3Hb HOBOPOXKAEHHOTO (MO311HsAsA (popma) ¢ pa3Bu-

THEM CyOIypaJIbHOW TeMaTOMBbI B TTPaBOil TEMEHHO-3aThIJIOYHON 00JIaCTH.

Ucnons3oBanue C3II B psie caydaeB He gaeT ctadbmibHOro 3¢ dexra. B ka-
YEeCTBE JIEMOHCTpPAIMK MPUBOJAUM KIMHUYECKUA TPUMEP PELUIUBUPYIOIIETO Ke-
JyI0YHOTO KPOBOTEUEHHUS y peOEHKa ¢ KCTpEeMajdbHO HHU3KOM Maccoil Tena Ha
(doHe cerncuca U TUNOKOTYJSIIIUU. YeTblpexkpaTHasi miazMoTpaHcysust He obec-
Meynia HOpMalIM3alio ToKaszarened remocrasza. lcmonbp3oBaHue mpemnapara
Octaplex BHyTpuBEeHHO - TIepBas J103a 5-6 MJI/KT, BTOpas jgo03a 3-4 MJI/KT, TPEThs
no3a 3-4 MJI/Kr ¢ MHTEpBAJIOM 6 4YacoB OOECIICUMIIO ITOJOKHTEIIbHBIA KIUHUKO-

71a00paTOPHBIH pe3yabTar (CM. PUCYHOK 5).
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Pucynok 5 — JlunHamuka nokasareneit remoctasa y pedenka N

Hanbonee cnoxHble KIMHUYECKUE CUTyallMd BO3HUKAIOT MPU KOHCTATAIIMU
71a00paTOPHOMN THUMOKOATYJISIINN Y TAIMEHTOB 0€3 KIMHUYECKUX MPU3HAKOB KPO-
BOTEUEHHUA. DTO 3aTPYIHSET MPUHATHE PELICHUS O KOPPEKIIUU TMIIOKOATYJISALINY, B
YaCTHOCTH, TIJIa3MOTpaHCy3uei.

B cBs3u 95THM HEOOXOMM MOUCK JATEHTHBIX (DOPM reMopparuiyeckoro CuH-
IpoMa. ITO BO3MOKHO IPH BBIMOJIHEHUH B YPIE€HTHOM MOPAJIKE YIbTPA3BYKOBBIX
MCCJICIOBAHUIM MO3ra, OPraHOB OPIOIIHOW MOJOCTH W 3a0PIOIIMHHOTO MPOCTPaH-
CTBA.

Koncraranusa y nanueHta j1abOpaTOpPHOM THMOKOATYJSAIMU W JIATEHTHOM
(GbOpMBI TEMOPPAruYeCKOro CHUHAPOMA SIBIISIOTCS OJHO3HAYHBIM MMOKa3aHUEM K
KOPPEKILHH BBIABICHHBIX T€EMOCTA3UOJOTMYECKUX HAPYIICHUI.

Oco0yr0 0macHOCTh MPEJCTABISIOT BO3HHUKIINE Ha (POHE THUMOKOATYIISIIHH
1epedpanbHble KPOBOUBIUSHUSA Y ACTEH ¢ MEHUHTHTOM, YTO 3aTPYAHSIET CaHAIUIO
JUKBOpPAa M MOXET OBbITh MPUYMHON pPE3UyaTbHBIX TOCJIEACTBUNA C BBICOKUM

PHUCKOM HHBAJIMAW3AIIUH. HpI/I OTOM SBHBIC MaHI/I(I)eCTaI_II/II/I reMopparnd4cCKoro
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cuHapomMa MOI'yT OTCYTCTBOBATh. I[aHHaﬂ KIIMHUYCCKadA CHUTyalusd HpCACTABJICHA

Ha PHUCYHKe 6.

Teer (1012 | 1712 ] 1001 U
ITBeex | 155 203 117 BXKII

MHO 11 2,07 11 1w

%K | 90 39 81 %
ANITBca | 386 o 26 ] 207 .
TB cex 17 19 100 4

@1 /n 49 3.7 3.8
dDng/ml 140 |

Tp-mm1 | 238 330 287

a b

Pucynok 6 — a) Ilokasatenu koarymorpammsl, b) muroza CMXK u naHHbIe HelpocoHOrpaduu
pedenka X. Ne 4130. pox. 30.11. Anrap 8/9

JHuarno3s: ['Holinplii MeHUHTUT. Butamun K nedumurHoe cocrosaue. ['eMopparudeckas 00ye3Hb
HOBOpOkIeHHOTO (To3uss ¢opma). BXKK Il crenenu ¢ TpomGo3oM u popMupoBaHUEM KHUCT

Mmosra. 17.12, na 18 cyrtku xwusnu runokoryssauus: AIITB ve onpenensercs, ysenuuenue I[ITB n
MHO.

Heiipoconorpadus: tpanchopmarus nepuBeHTpUKYIsIpHOi nHpmibTpanuu ot 03.12 u 05.12 B
BXK Il ¢ Tpom6030M.

Kommnsrorepnast tomorpadust ot 11.01: INocnencrust BXXK 111 ct. Kuctsl, kanbiudukarst, 1u-
JSATALUS KETyJOUKOB

JlabopaTopHasi AMArHOCTUKA TE€MOPPAruyecKuX pacCTPOMCTB, B TOM YUCIE
reMopparndeckoii OOJIE3HH HOBOPOXKIEHHOTO, MpeAcTaBicHa B Tabmuie 8 (cm.
paznen IABC-cunapom).

Jleuenue remopparudeckoil 00Jie3HN BKJIIOYAeT Ha3HaueHue ButamuHa K; B
no3e 1-10 mr BHyTpuBeHHO noxa koHtposiem [ITB u MHO uepes 2-4 gaca nocne
BBEJICHUS JJIs1 OlleHKH d(ppexTuBHOCTU Tepanuu. [Ipu OTCyTCTBUU KIMHUYECKOTO
u naboparopHoro rdpexra Ha3HaYaAETCS CBEKE3aMOPOIKEHHAS T1a3Ma.

ITpu orcyrctBum ButamuHa K; BBoautTcs 5-10 Mr Bukacona (MeHaauOHA)
BHYTPHUMBIIIECYHO | pa3 B CyTKH, B TeueHHE 3 qHEel. Ecnu kpoBoTeueHne oOMIIbHOE

U PEeLMIUBUPYET, OCIOKHUIIOCH MOCTIEMOPPArMuecKoil anemueil, To HeoOxoauma
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TpaHCchy3us CBEXKE3aMOPOKeHHOU T1a3Mbl 10-15 Mul/Kr Macchl Tena u KOPPEeKIns
AHEMUU OTMBITBIMU SPUTPOLIUTAMM.

VY4uuThiBas COMHUTENbHYIO 2((EKTUBHOCTH IIpenapara BUKacoa (MEHa HMOH)
[3] u ero remaroTOKCHYHOCTH MPH BBIPAKEHHOM I'€MOPPAarunyecKoM CHHIPOME Te-
panuio HeoOXOJMMO HAYMHATH C TMEpPEIUBAHUS CBEKE3aMOPOKEHHOW IUIa3Mbl B
no3e 10-15 mu/kr. YropHoe, oCTpO BO3HHKIIEE KPOBOTEUECHHE, MPEICTABIISAIONICE
yYIpo3y IS )KU3HU, SIBISIETCS MOKA3aHUEM K MCIIOJIb30BAHUIO MIPEMAPATOB KOHIIEH-

Tpara mpoTPOMOMHOBOIO Komiuiekca ¢ nmporenHamu C u S (nampumep, Octaplex).

CuHAPOM JUCCEMHUHHUPOBAHHOI0 BHYTPHUCOCYAMCTOTO

CBepPTHIBAHMS KPOBHU

JABC xpoBU - 3TO COCTOSIHHE, KOTOPOE BO3HUKAET HA (DOHE TSKEJIOro MaTo-
JOTHYECKOTO npouecca. [loaTomy Tepanus HapylmeHnid remocra3a npeaycMmaTpu-
BaeT: 1) jieueHHe OCHOBHOTO 3a00JieBaHMs, KaK MPUYWHBI, BHI3BABIICH TUCCEMHU-
HUPOBAHHOE BHYTPUCOCYANCTOE CBEPTHIBAHUE KPOBU; 2) MPEAOTBpaIlleHUE OI0Ka-
JIbl CUCTEMbI MUKPOLUPKYJISAINU MAPEHXUMATO3HBIX OPraHoB, 00YCIOBICHHOM IMO-
TpebiieHneM (HakTOpOB CBEPTHIBAHMS; 3) KYNMMPOBAHUE KIMHUYECKUX MPOSBICHUN
reEMOPPArnyeCcKOro CHHAPOMA MPH HAIUYMM ITOCHeAHUX. Xapakrep passurus [[BC
onpenensieT Heo0X0UMOCTh AU(HEPEHITUPOBAHHOTO MPOBEACHUS TEPATUU HAPY-
HICHUM reMoCcTa3a Ha pa3inuHbIX cTagusax. C mo3ulMi COBPEMEHHBIX 3HAHUM CUH-
apom JIBC HeoOXoauMO paccMaTpuBaTh Kak OOIIENaTOJIOIMYECKUM Tpoliecc, Xa-
PAKTEPU3YIOLIHUICS MEPEPACHPENCTICHUEM KOATYISLIMOHHOIO MOTEHIUAIA KPOBU B
MUKPOIIUPKYJISITOPHBIA OTCEK KPOBOOOpaIieHus ¢ GOpMUPOBAHUEM MHUKPOTPOM-
0030B M TSKEJIOW TMOJMHOPTAaHHOW TUC(PYHKIIMU C aKTHBAIMEHd KaJUTUKPEHUH-
KHHUHOBOM CUCTEMBI (CHCTeMBbI (PUOPUHOIIM3A) U PA3BUTHEM KPOBOTCUCHHUS.

Y BCceX HOBOPOXKIECHHBIX, TEPNEBIIMX BHYTPUMATOYHYIO THUIOKCHIO, PO-
JUBIIUXCS B aC(DUKCUU, TIPU PECTTMPATOPHOM JTUCTPECC-CUHAPOME, HEOHATATLHBIX
aCMMpallMOHHBIX CHUHJIPOMAxX, BPOXKIAECHHON IHEBMOHHUH, Cericuce, MHQEKIUsX,

CHCI_II/I(l)I/I‘IHBIX AJI1 TICPpUHATAJIbHOTO IMIEpUoaa, UMCCTCA PUCK pa3sBUTHUA JUCCEMU-
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HUPOBAHHOI0 BHYTpUcocyaucToro ceeproiBanus kposu ([IBC). Hauano pa3Butus
JAIBC He umeeT xapakTepHbIX KIMHUYECKUX NposBieHnd. KnuHnueckas kaptuHa |
(runepxoarynsuuonHoi) cragun /IBC HecneuugpuyHa, Mano oTinyaercs OT 00-
IIUX NPOSBJICHUA OCHOBHOT'O 3a00JI€EBAHUS U €r0 OCJIOKHEHHUI U KaK MPaBUiIo, Xa-
pakTepu3yeTcsl HOJMOPTraHHOM IUChyHKIUEH.

Huarnoctuka | cragun JIBC y HOBOPOXAECHHBIX 3aTPyIHUTENbHA U3-3a CKO-
POTEYHOCTH ITOM (ha3bl, a TaK K€ BOZMOXKHOCTH MPOXOXKJICHUSI €€ BHYTPUYTPOOHO.
B xnuHnyeckoi kaptuHe 3adoseanus npu I (mepexoanoit) u, ocodenxo, 111 (ru-
nokoaryiasiquonHoi) craaun JIBC HaOmrogaeTcss ycyryOJieHHE NOJIMOPTraHHON
TUC(HYHKIMH, TPOSIBISIIOLIEHCS TSKEJION IbIXaTeIbHOM U CepAEYHOM, TEYEHOYHO-
IIOYE€YHOM, HaJIIOYEYHNKOBON HEAOCTATOYHOCTHIO BIUIOTH 0 pa3BUTHA HIOKa. B |
craauu JIBC remopparnyeckux MpU3HAKOB, KaK MpaBUjio, HE ObIBaeT. B oTnenb-
HBIX, ciydasx, koraa JIBC pa3BuBaercs Ha (pOHE MMEIOLIETOCs M30JIMPOBAHHOIO
nepuiura ButamuHa K unu Ha gpoHe TpoMOOLIMTONEHUH, CBOWCTBEHHOM OCHOBHO-
My 3a00JIEBAHHIO, MOTYT UMETh MECTO MPOSIBICHUS T€MOPPArnYECKOro CUHIPOMA.

I'emopparuu BCIIEACTBHE BHYTPUCOCYIUCTOTO CBEPTHIBAHMS KPOBH Y JETEH
nosiBisitores Bo Il u nabmonarorest npeumyniectBeHHo B 111 ctanuu JIBC. ¥V vactu
OOJIbHBIX TE€MOPPAarMuecKUii CUHIPOM Pa3BUBAETCS IO KANMWUIIPHOMY WU TETe-
XUAJIBHOMY THIy B BHJE TOYEYHBIX [ETEXUAJIbHBIX KPOBOM3IUSHUN HA KOXKE, IO-
BBIIIIEHHOW PaHUMOCTH KOXKH M CIM3HCTBIX 000JI0YEK, KPOBOTOUMBOCTH W3 MECT
uHBbEeKIUH. O4eHb BaKHO TEpaIlnio, OCHOBAaHHYIO Ha JJaOOpaTOPHOM THAarHOCTHUKE,
HayaTh Ha 3Tare UMEHHO KalWJUISIPHOTO TUIa KPOBOTOYMBOCTH C LIEJIbI0 MUHUMHU-
3alMM MIEPexo/ia B TeMaTOMHbIN TUIl. TpaHchopMalys KauUISIPHOTO TUIIA KPOBO-
TOYMBOCTH B I'€MATOMHBIN COIPOBOXKIAETCS BBICOKMM PUCKOM KPOBOW3JIMSHHS B
MO3T. JloCcTaTOYHO 4YacTO BCTPEYAIOTCS JKENIYJA0YHO-KUIIECYHbIE KPOBOTEUEHUS
(Menena, pBoTa mBeTa “KohelHON TyIm’”).

B naubornee Tsxesno MPOTEKAIOLMX CIy4yasx (CENCUC, CENTHUYECKUN MIOK,
BBI3BaHHBIX T'PAMOTPULIATENILHON MHUKPOQIIOPON WM BUPYCHOW HHQEKuuen), re-

MOpparu4ecKuii CHHAPOM HOCUT T'€HEPAJIN30BAHHBIN XapAKTEP B BUAE MAaCCHUBHOMN
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CIIMBHOW T€MOpPPAaru4ecKOl ChIMM Ha KOKE€ U MHOKECTBEHHBIX KPOBOIOJATEKOB,
KEJTYI0YHO-KUIIIEYHBIX, HOCOBBIX, JIETOYHBIX KPOBOTEUEHUN M reMaTypuu, OTMe-
YaIOTCA KPOBOM3JIUSHUS B MSTKME TKAHU U BHYTPEHHUE OPTaHBI.

BrlnonHeHre MHBEKIMM, KIW3M, HHTYOAMi Tpaxeu W APYruX MaHHITYIs-
U COMPOBOXKIACTCS KPOBOTCUCHUSIMHU W3 CIIM3UCTHIX 000JI0UeK M KOXHU. B psine
Clly4yaeB, Hapsay ¢ TeMopparusiMi, y OOJIbHBIX UMEIOT MECTO KIMHUYECKHE TMPHU-
3HAKW TPOMOO03a MAruCTPaIBHBIX COCY/I0OB, OCOOEHHO TOCIIC KaTeTepUu3aIluu IeH-
TpPaJbHBIX COCYJIOB U MepuepuIeCKUX BeH. ITU TPOMOBI MOTYT PaclpOCTPaHSITh-
Csl IO XOJ1y KPOBEHOCHOT'O COCY/la, IOCTUTas MOJIOCTEN cepla, Hepeako HHPUIu-
PYIOTCS U CIIy»KaT NpUYUHON cynepuHdexunu u cencuca. K KIMHUYECKUM TTPOsiB-
nenusiM JIBC MOXHO OTHECTH M TaK Ha3bIBa€MbIE ‘‘CTpECCOBBIC” SI3BbI Ha CIIW3U-
CTBIX 000JI0YKaX KEJIYJOUYHO-KUIIIEYHOTO TPaKTa, B F€HE3€ KOTOPBIX JIEKUT MHUK-
POTPOMOO03 MEJIKUX KOHIIEBBIX COCYIOB, BBI3BIBAIOIINN HEKPO3 U HUIEMHIO CIIU3H-
CTOM, 4TO BEJIET K KPOBOTECUCHHUIO, @ HHOTJA U K IepQopaliuu.

JlabopaTopHasi IMAarHOCTHKAa OCHOBHBIX MPUYUH Te€MOpPParudyeckoro CHH-
ApoMa y HOBOPOXKIACHHBIX MIpe/icTaBlIeHa B Tabmnuiie 8.

TaOmuma 8
JlaboparopHasi TUarHOCTHKA OCHOBHBIX ITPHYMUH FEMOPPArunIecKoro
CHUHAPOMA Y HOBOPOIKICHHBIX

TpombGo-
LUUThI

N

TecT AMNTB | NTB | NTU | MHO | TB | ol

Femopparunyeckas
6ones3Hb

1 ¢haza

1
|
OBC |2 dasa I
1
1

N
fl N
Ind
il
!
N

NN

1

3¢paza

N
Hin

VYcnoBubie 0003HaueHus: N — HOpMaJIbHBIN YPOBEHD MMOKA3aTENS;
11 3HAYUTEIBHOE yBeJInYeHue (YIIIMHEHUE) TOKAa3aTeNs;
I yBeIM4YEHHE (yIJIMHEHNE) TOKA3ATENs;

MopaxeHue neyeHn

2| e |- ——) | —)
| - | -
Z | ey |-
Z | | =) | Z

TpomGouuTtoneHus N

yMEHbIIIEHUE (YKOPOUYEHHUE) TOKA3ATEIS;

l‘ 3HAYUTEIBHOE YMEHbIIEHNUE (YKOPOUCHHUE) TTOKA3aTENs.
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B I (runepkoaryiasiiMOHHOM) CTaJWM MOJ KOHTPOJIEM €MOCTa3HOIPAMMBI
IIPOBOAMUTCS T'E€NApUHOTEPANUs, KOTOpas HUCIOIb3YETCs ISl MPEKpalieHus Ipo-
JOJDKAIOIIErocs TpoM003a U HE MPUMEHSETCS MPU Pa3BUBIIEMCS KPOBOTECUEHHHU.
I'enapuHoTEpanuss B HEOHATAJIbHOM INPAKTUKE MCHOJIB3YETCS PEAKO M JOJDKHA
OBITh OCHOBAaHA Ha J1aDOPATOPHBIX JAHHBIX, CBUAECTEIBCTBYIOIIUX O TMIIEpKOAry-
asiuu. Micnonp3yroTest He(paKIMOHHHUPOBaHHBIE (Ta0l. 9) 1 HU3KOMOJICKYIISIPHBIC
renapusbl. [IpuMeHeHrne HEePPAaKIMOHUPOBAHHBIX TEMAPUHOB B HEOHATAIBHOM
IPAKTHKE COMPSIKEHO C PUCKOM TIelapuH-UHAYLUPOBAHHOW TPOMOOIUTOIIEHUU U
PUCKOM KPOBOTEUYEHU M.

TaGnuua 9

HOBHpOBKa He(l)paKI_[I/IOHI/IpOBaHHOFO rermapuHa

Cpok recranumn IV bolus en/kr IV en/kr/gac
(uen)
<28 25 15
28-36 50 20
38-40 75-100 25

HuszkomonekynspHsiii remapud DHokcanapud Enoxaparin (Kitekcan Clexan)
BBOAUTCSA B 03¢ oT 0,5 mo 1,5 MI/Kr moakKoXKHO Kaxkable 12 yacoB. HeoOxomum
KOHTPOJIb KOJTMYECTBa TPOMOOILIUTOB Kaxable 2-3 ITHS M3-3a PUCKa TeapUHUHIY-
[IUPOBAHHOU TPOMOOITUTOTICHHH ).

Breaenue HedpakiimoHUPOBAaHHOTO renapuHa jaomnyckaer yanuaenue AITTB
B 1,5-2 pasza mo cpaBHeHuto ¢ ucxomHbiM ypoBHem (Queen Charlotte&Chelsea
Hospital London 1993) uiu Benuuunsl AIITB — 60-85 cek. u akTuBHOCTH (hakTopa
Xa — 0,3-0,7 En/mit (NeoFax 2010). Kontpoib 3a BBeJIcHHEM HU3KOMOJIECKYJISIPHO-
ro remnapuHa JHOKCANapyuH OCHOBAH Ha MCCIIEIOBAHUU aKTHMBHOCTH (pakTopa Xa u
ero nmognepxkanuu 10 0,5-1.0 Ex/mo.

[Tpu mepeno3upoBKe remnaprHa MPOSBISIONICHCS B KPOBOTOYMBOCTH, Taje-
HUS TPOMOOITMTOB WJIM Ype3MepHoro yBenudeHus nokasareneir AIITB, ¢pakTopa X
ucnosb3yercs nporamu (tad. 10).
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Pacuer 10361 Protamin Ha kojuuecTBO remapuHa, BBEJCHHOTO B IIpeAbIAyIIHEe 4 yaca

Taomuma 10

BpeMH nmocJjie MmocCjaeaIHero BBeACHUA

Protamin mr/100 Ex moJy4yeHHoro

renapuHa (MMH.) renapuHa
<30 1,0
30-60 0,5-0,75
60-120 0,375-0,5
>120 0,25

Bo Btopout u Tperpert ctagun JIBC mpoBoauTCs 3aMECTUTENbHAST TEPAIIUS
npenaparamMu KpoBu. Iloka3aTtenn reMocta3znorpaMMbl COTJIACHO PEKOMEHAALUSAM
Queen Charlotte & Chelsea Hospital (London) Hapsiiy ¢ KIMHUYECKUMH JTaHHBIMH
SABJISIFOTCS. OTHUM U3 BaXKHBIX KPUTEPHUEB [JI1 HA3HAUEHUS IPENApaToB KPOBU IJIA
Koppekiuu remocrasa. Tak, ynnuaenue [ITB B 1,5 pa3a Bbiie HOpMBI SIBISIETCA
ITOKA3aHUEM ISl HA3HAUYECHUS CBEXKE3aMOPOKEHHOM IIJIa3Mbl, & CHUKEHUE YPOBHS
¢bubpuHorena menee 1,5 /1 — Kpuonpenunurara.

Yeemnuenne MHO no 1,8-2,0 MokeT paccMaTpuBaThCs Kak MOKa3aHUE K
Ha3HAYEHUIO CBEKE3aMOPOKEHHOM TUIA3MBI.

OnHO3HAYHOW OLIEHKH YPOBHS TPOMOOLMTOIIEHUH, KaK KpUTepus, MoKa3a-
HUS K TIEPENTMBAaHUIO TPOMOOLIMTApHOW Macchl HeT. Tak, mo maHHbIM Queen
Charlotte & Chelsea Hospital (London,1993) cHikeHHe ypOBHS TPOMOOIIMTOB Me-
nee 50-10%/n paccMaTprBaeTcs Kak MOKasaHWe TS HA3HAYCHHS TPOMOOLHTAPHOMN
maccel. B mpaktudyeckom pykoBoactse (Manual of neonatal care. Ed. by J.P. Clo-
herty, E.C. Eichenwald, A.R. Stark.-5 ed. Philadelphia.-2003.-816 p) pexomeH1y-
eTcsi abCOTIOTHBIM MOKa3aHUEM JUIsl TIepeIuBaHUs TPOMOOIIMTAPHON MAaCChl TPOM-
ormromenns 20-10%/1 u MeHee, a remocTaTHuecKHit 3G PeKT 0GecIeanBacTCs IpH

yposre Tpombormros 30-10°/1 u Goee.
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Hapymienust B cucreMe remocrasza (TUIIOKOATYJISIMS) B COYETAHUU C JIaH-
HBIMH HEUpPOCOHOTpauy WM KOMIBIOTEPHOW TOMOTpaduu, KOHCTATUPYIOIIHX
HAJIMYUE€ MUHUMAIBHBIX TeMOpPParuyecKux MPOSBICHUN TPeOYyIOT 00CYX IACHUS
JUTSI PEIIEHUsT BOIIPOca 00 aKTHBHOW KOPPEKINH (3aMECTUTEIHLHOW TepaIruu) BO3-
MOXKHO CBEXE3aMOpPOXKEHHAsl IIa3Ma, KPUONPELUNUTAT WM TPOMOOIUTapHas
macca. B omnoit go3e (20-30 mo 50mMi) kpuonpeuunurara coaepkurcs 79-90 en
daktopa VIII, 0,2-0,3 r dakropa I (pubpunoren). Kpome 31010 B KpHOMPEIUTIN-
tare cojepxkutca uopunctadbunmzupyromuit (¢ XIII) dakrop u pudbpoHekTHH —
OTICOHU3UPYIOIMIUM OETOK MOHOHYKJIEAPHOW CHUCTEMBI, 00JIaIaloNuii UMMYHOMO-
TyJUPYIOIIAM JEHCTBUEM.

Bo BTOpoit (mepexoanoit) craaguu JIBC nepenuBaeTcst cBexe3aMOpOKESHHASL
mnazma (10-15 ma/kr). HaznayaroTcs aHrHONPOTEKTOPHI - 3TaM3UIaT HaTpus (M-
uHoH 12,5%) mo 0,5 Mi1/Kr, BO3MOXKHO Ha3HAUe€HHWE MHTHUOUTOPOB IpoTeas (rop-
nokc g0 10000 KUE/xr, kontpukan 1000 ATE/kr B cyTkm).

B III (runokoarymnsimuonnoit) craauu JIBC npoBeneHune 3aMeCTUTEIBHOM
Tepanuu npenapaTaMu 1 KOMIOHEHTaMH KPOBH, HApsAly C BBEJACHUEM CBEXE3aMO-
POKCHHOW TUTa3Mbl, KPUONpPEIMIUTaTa W WHTHOWTOPOB MPOTEa3, IOMOJHICTCS
KOPPEKLUHMEN aHEMUU OTMBITBIMU SPUTPOLUTAMU WIIM SPUTPOLMTAPHON MACCOU B
KOJIMYECTBE, HEOOXOIUMOM JIJIsl TIOJIIEpKanus ypoBHs reMoryioonna 120-140 1/,
TpomGommTonennn Meree 30-10%71 - KOHIEHTPATOM TOHOPCKHX OXHOTPYIITHBIX
TpoMOOIUTOB (TpoMOOIIMTapHas Macca) B konuuecTBe 0,5-1 103a B CyTKH.

OO0beM 3aMeCTUTEITBLHOW Tepanmuud TPH BBIPAKECHHOM TeMOPParu4ecKOM
CHUHJIPOME HETPEJICKa3yeM M OCYIIECTBISETCS Mo MPUHIMIY quantum satis, T.e. 10
JOCTIKEHUS KITMHUYIECKOTO d(PPeKTa — OCTAaHOBKU KPOBOTCUCHHUSI U TOICPIKAHUS
YPOBHSI TeMOTJI00MHA, 00€CTIeUnBaIONIETO KUCIOPOATPAHCIIOPTHYIO U Oy(depHyto
MUCCHIO NI KOHKPETHOTO marenTa. [Ipyu runoanb0yMrUHEMUN U TUTIONPOTEHHE-
MUHU TOKa3aHO BBEJCHHE albOyMHHA B 00bEMeE, OOECIEUMBAIOIIEM COACpKAHHE

oenka He menee 60 1/1.
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Pacuer no3b1 kpronpenunuTaTa Aj11 KoMIeHcanuu nedumura GudpruHOTeHA
(daxTop 1- p1) MOKHO TTPOU3BECTH TIO CIEAYIONIECH GopMmyIie:

®lmanuenta (r) = ¢ 1 (r/m) OLII

1000

OL|K(100 — Ht

OLIT — LK( )
100

Heduuur 1 (r) = g1 (k) - G1 (m)

pr(2/n)OLIM
1000

[Ipumep pacuera aiis pedeHKa ¢ Maccol 3Kr M KOHUEHTpaluei ¢pudpunore-

dlxenaemslii(r) =

Ha 11/, rematokput 30 %, »xenaeMblii ypoBeHb (hriOprHOTreHa 10 3 1/71.

250(100 — 30)

OUII = = 175mn
100
1x175
dlmammmenra = ——— = 0,175r
1000
3 x 175
dlxemaembrii = ———— = 0,525r
1000

Hedurut ¢1 (1) = ¢l (k) - ¢l (m)=0,35T

Jnst komneHcanuu runo@uOpUHOreHEMHUH JAHHOMY MallMeHTY HEOOX OAMMO

10 1,5 10361 KpHOMpeUnuTaTa.

KosmuectBo mpenapartoB [uisi KymUPOBaHUS I€MOPPAru4ecKoro CUHAPOMA

JOJDKHO OBITH AOCTATOYHBIM JId KYIIUPOBAHHSA KPOBOTCUCHHUS C HpI/I6J'II/I)KeHI/ICM

rokazareJiei reMoCTasnorpaMmal K HOPMCE.
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Haubonee cnoxHo 3Ta mpobaema pemaercs y manueHtoB ¢ JIBC cunapo-
MOM Ha (poHe cerncuca Wi TeHepain30BaHHON MH(EKINU C pa3BUTHEM IoKa. Te-
panus JIBC-cunapoma napajulebHO C KOppEKLUed reMocraza TpeOyeT MHTerpa-
TUBHOM MOAJIEPKKH T€MOJUHAMHUKH, Ta30B KPOBH, BOJIHO-3JIEKTPOJIUTHOTO OanaH-

Ca, KYIIMPOBAHHUA HH@)GKHHOHHOFO Imponecca u I/IMMYHOI[G(i)I/IHI/ITHOI‘O COCTOAHUA

(pucyHok 7).
|
E TpomoouuThI <1091
=]
4,5 = z E—g 250
414 2 = g =
©) E & =
35+ g - — + 200
7 % a 2
o) 3T S < B
. ) = + 150
Z 251 2 . 8
=
24 ~
® % T 100
= 15T
=
5 1 T 50
0,5 1
0 f f f f f f f f | E— f f 0
$2328858828835828
&S &S5 =333 323223 5 2 =
Vi O N ® A = = A N e WO N B
AN N N N dNoc oo o oo o o e o S
‘ ®dubpuHoreH,r/n I MHO —é— Tpom6ouuThl ‘

Pucynok 7 — JlunaMmuka rokasareiieid reMmocrasa nanuenra M, 25.02.
Huarno3: Bpoxnennsiii cenicuc. Centnueckuid mok. IBC.

JlerouHoe U xenyn04yHOE KpoBOTeUeHUE. THOTpOMHAas Tepanus — JONaMUH,
HOpaapeHaMH. ['eMopparnueckuii CMHHIpOM KyIMpOBaH 3 MapTa
napajyieIbHO CTa0MIN3ally TeMOJIMHAMUKY U TeMOcTa3a Ha JOHE Tepanuu
CENTUYECKOT0 IpoLecca.

Ucnonb3oBanue cBexesamopokeHHou 1iazMbl (C3I1) st koppekuuu re-
MocTa3a (0coO€HHO cBbIlIE 15 MII/KT) acCOLIMMPOBAHO C Pa3BUTHEM psifa MEPHO-
JMYECKH BCTPEYAIONTUXCS HEOMaronpusTHeIX A((HEKTOB W OCIOXKHEHUW Tpu
TpaHC(hy3UH KOMIIOHEHTOB KPOBH, HE MPOIIECIIINX OYUCTKY BBICOKOTEXHOJIOTHY-
HBIMU MeToaamMu (00paboTKa COJBBEHT-ACTEPreHTHBIM METOJ0M, HaHO(PUIbTpa-

1), CYIIECTBYET BO3MOKHOCTh 3apPayKCHUs PEIUITUEHTOB CU(PIINCOM, rernaTuTa-
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mu B, C, D, BUY, nutomeranoupycHoit nnpexiueir. Cpenu cnenupuuecknx He-
OJIarOMPUATHBIX PEaKIMid MOKHO Ha3BaTh AJUIEPTHUYECKUE pEaKIuy W aHaduiIak-
CHUIO, CBSI3aHHBIE C TpaHC(]y3Heil OCTpoe MOBPEKACHHUE JIETKOT0 U IFeMOJIU3 U3-3a
BBEJICHMSI aHTUTEJ] K aHTUIE€HaM IpYIIbl KpOBH, oco0eHHO A u B. CsizanHOE C
TpaHcy3uel 0CTpoe MOBPEKIACHUE JETKOro 00yCIOBIEHO MPUCYTCTBUEM JIEHKO-
[UTApHBIX AJIOAHTHUTE B IJIa3Me JOHOPA.
Hanbonplryto omacHOCTh MPU HMCHOJIB30BAHUM MPENapaToB KPOBU MpPE.i-
CTaBJISIOT MOTEHIMATbHBIE OCIIOKHEHUS, CPEIU KOTOPHIX CIIETYIOIIHE:
= Transfusion related acute lung injury (TRALI) — octpoe moBpexacHue
JIETKUX CBSI3aHHOE C TpaHC(y3UEH;
—  Transfusion-Related Acute Gut Injury (TRAGI) — octpoe noBpexiecHue
KUIIIEYHUKA CBSI3aHHOE C TpaHCchy3uei;
= Transfusion associated circulatory overload (TACO) — nupkynsitTopHast

neperpyska, cBsi3anHas ¢ Tpancdysueit [22, 31, 33].

CHWKeHHe prcKa NOTEHIHMAIBHBIX OCI0XKHEHHM BO3MOXHO NPU HCIIOJIb30-
BaHMHM CIIEAYIOMIMX MTPENapaToB:

» Octaplas® — npenapaT BUpYCHHAKTHBHPOBAHHOM IIIa3MbI YEJIOBEKa, KO-
Topbii, B oiimuue ot C3II, sBisieTcss cTaHAApTU3UPOBAHHBIM
M0 MOoKa3aTesiM cojiepKaHus (PaKTopoB CBEpThIBaHUS (OAMHA-
KOBOE COJICP)KAHHE B KAXKIOM MEIIKe), 4YTO oOecreYnBacT
npejackazyeMblii  pesynbrar. Kpome  a3toro, pas0asiie-
HUE/HeUTpanu3auus ajJljIepreHoB U aHTUTEN IPOTUB OENbIX Kile-
TOK KpOBH B Mpoliecce Mpou3BojacTBa mpemnapata Octaplas®
npenotBpaiiaeT pazsutue TRALI;

» Octaplex®- koHIEHTpAT IPOTPOMOMHOBOIO KOMILIEKCa, coaepsKaniuii |1,
VII, IX, X daktopsl cBepThiBanus U npoteunsl C u S;

®axrop Il -220-760 U, ®akrop VII -180-480 1U, daxrop IX -500 1U; Dak-

Top X - 360-600 U

Protein C -260-620 IU, Protein S -240-640 1U;
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» Koarymsauunonusiit ¢pakrop IX ;

1 ME noBsimraer aktuBHOCTh Daktopa IX Ha 1 %.

Jlo3a = Macca Tena % npupoct @aktopa IX B % * 0,8
» Koarymsauuonssiit ¢pakrop VIII;

Jlo3a = Macca Tena x xenaemoe coaepxkanue GpVIII

[Ipu pucke 1iepedpanbHbIX KpoBOoU3MUsIHUI HE MeHee 60%
» NovoSeven;

Onrakor anbda akTuBupoBanHbiid (akrop VII).
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TpombOouuToneHust

CHmKeHHe KOJIMYecTBa TPOMOOITMTOB y JoHOIIeHHbIX aeteir <100- 109/JI, a
HEIOHOIMICHHBIX - <150-10%/11 cenyer pacieHHBaTh, Kak TPOMOOLUTONCHHIO.

[To mpuurHaM BO3SHUKHOBEHHS MOXKHO BBIJICIIUTH CJICTYIOIINE TPOMOOIUTOIIE-
HUW HOBOPOXKICHHBIX:

" uMMyHHas ¢popMma;

* uHeKIMoHHas popMa;

" grporeHHas gopma;

" yauonaruyeckas popma.

NmvmynHas gopma TpoOMOOIIMTONIEHUMH HOBOPOXKIECHHBIX CBSI3aHA C HAJIMUM-
€M B KPOBHU MPOTHBOTPOMOOIMTAPHBIX aHTUTEN PAa3IMYHOTO MpoucXoxacHusI. Ko-
TOpble KiIacCUPUIMPYIOTCS, Kak autoantibody — ayTOMMMYHHbBIE aHTUTENA U
alloantibody — amionMMyHHBIE aHTHTEIIA.

AyTOMMMYHHBIE aHTUTENNA — aHTUTEIAa MAaTEPUHCKOTO TPOUCXOXKaeHusA. OHU
MOSIBIISIFOTCSI B KPOBM HOBOPOJKJIEHHBIX B PE3yJIbTaTe TPAHCILIAIIEHTAPHOTO TMepe-
HOCa OT MaTepeil ¢ CUCTEMHBIMH 3a00JI€eBaHUAMM (KpacHasi CUCTEMHAasl BOJTYAHKA)
1 BO3MOXKHO OT MaTepei ¢ TpomoOoruToneHuen (6one3np Bepawsroda). Puck pas-
BUTHSI UIMMYHHOH (OPMBI TPOMOOITMTOTICHUH HOBOPOXKIACHHBIX HaMOOJee BEpOs-
TEeH MPH YPOBHE TPOMOOLUTOB y Matepu Meree 150 x 10%/x.

AmnonMmyHHas Gopma TPOMOOITUTOIIEHUH HOBOPOXKICHHBIX OMPEEIsAeTCs
TPOMOOITUTAPHON AJTOAHTUTCHHON CHCTEMOMW, MMEIOIICH CIICAYIONINEe THITBI YeyI0-
Beueckunx Tpomborutapasix antureHoB (HPA — human platelet antigen: 1a, 1b, 2a,
2b, 3a, 3b, 4a, 4b, 5a, 5b, 6b, 7b, 8b) uccaegOBaHUS PTOH CHUCTEMBI M COOTBET-
CTBEHHO CIEIM(DUISCKUX aHTUTE] UMEET MPAKTUYECKHH CMBICT HE TOJIBKO IS JIe-
TaJbHOTO JUArHO3a, HO U JIJIS TEpauu. JTO CBA3AHO C TEM UYTO MPU HAJTUYHH aJl-
JOUMMYHHBIX aHTuTen crienuduunbix aaas HPA 1a, 1b, 2b, 3a, 3b, 5b Bo3mMoxHO

pa3BUTHE COCTOSIHUSI pePPaKTepHOro K MEPEIUBAHUI0 TPOMOOIIUTAPHON MAacChI,
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4T0 TpeOyeT MHIMBHUIYaTBHOTO MOM00pa OHOpPA C y4eToM (EHOTUIMHYECKUX U
AHTUTCHHBIX XapakTepucTuk [16].

Knuanueckas kapTuHa y HOBOPOXKJICHHBIX ¢ UMMYHHOH (hopMoi TpoMOOIIH-
TOTICHUU TPOSBISETCS KPOBOTOYUBOCTHIO U3 MECT WHBEKIIHIA, TeMOPParHueCKUMHU
MaHHU(]ecTasIMU Ha KOXKe U PUCKOM LepeOpaabHbIX KPOBOUBIHSIHUM.

Knaccudukanus deranbHoil 1 HEOHATAIHHON TPOMOOIIMTOIIEHUH TIPECTaB-
neHa B Tabmmme 11 [26].

Tabomuma 11

Knaccuduxanus ¢petanbHON U HEOHATAIBHONW TPOMOOIIMTOIICHUU

[TprunHb

DdeTanpHAA ATonMMyHU3aITIS

BYU (IIMB, Tokcomnazmo3, BY)
Tpucomus 18, 13, 21

Aytoummynnbiit ipouiece (UTII, CKB)
Pesyc-uzonmmynusanus

Cunapom Wiskott-Aldrich

Pannsis XpoHHUYECKass BHYTPUYTPOOHAs THIIOKCHS

HeoHaTalbHas | Acukcus

(<72 gacos) [Mepunatansusie nadexuuu (E.coli, GBS, Haemophilus in-
fluenzae)
JIBC
AnnonMMyHU3anus

BYMU (IIMB, Tokcomnazmo3, BUY)

Tpucomus 18, 13, 21

AyroummyHnHbii niponiece (UTII, CKB)

Tpom603bI

Bpoxnennas neiikemus

Cunapom Kasabach-Merritt

Merabonuyeckue 601e3HH (MMPOTMOHOBASI U METUIIMAJIOHO-
Basl alMACMUS)

TpoMOOIMTOTIEHHSI C OTCYTCTBUEM JIyda

BposkneHnHnas amerakapuonutTapHas

ITo3gusas  Heo- | Cencuc, HOK

HatanbHas (>72 | BYU (LIMB, Tokcomnaszmo3, BUY)

4acoB) Aytoummynnbiit ipouecc (UTII, CKB)

Cunapom Kasabach-Merritt

Mertabonaudeckue 00se3HH (MPOMMOHOBAS U METUIIMAJIOHO-
Bas allMACMUs)
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Jleyenne BKIIIOYAET HA3HAUYCHHUE TPOMOOIIMTAPHON MacChl U BHYTPUBEHHOTO
ummMyHornooymuaa G 1o 0,5 r/kr ot 2 A0 5 AHEH, aHTHONPOTEKTOPOB (dTamM3uIaT
Hatpus - 0,5 MJI/KT) ¥ TIpeHU30JI0Ha JI0 2 MI/KI/CYTKHU JI0 MPEKPAIICHUs KPOBOTE-
YEHUS U CTAOMIIU3AIMUA YPOBHS TPOMOOIIUTOB.

Nudexumonnas gopMa TpoMOOLUTONEHUU MOMKET pPAacCMaTpPUBATHCA Kak
W30JIMPOBAHHASI, BEPOSITHO BCJIECJICTBUE YTHETEHUS METraKapHOLUTApHOTO POCTKa
P MHOTHX MH(EKIUAX, CIeNU(PUIHBIX I MEPUHATATFHOTO MEPUO/Ia, WA KakK
¢parment IBC-cunapoma.

Jleyenue w30JUPOBAaHHOU (GOpMbI HUHPEKIIMOHHON TPOMOOIUTONICHUH
BKJIIOYAET 3THOTPOIHYIO TEPAINUIO, MEpeIMBaHUE TPOMOOIIMTAPHON MAacChl, BHYT-
PUBEHHBIN UMMYHOTJIOOYJIMH, pa3pelIeHHbIM K MPUMEHEHHUIO B MEIUATPUYECKOM
npakTuke, ¢ cogepxkanneM |G A <0,2 mr/n (Octagam®), aHTHONPOTEKTOPHI.

['MIOKOKOPTUKOUIHASI TEPAUs B CBSI3U C UMMYHO/ICIIPECUBHBIM JICHCTBUEM
MpenapaToB KOpbl HAAMOYECYHUKOB MPU TPOMOOIUTONICHUN UH(PEKIIMOHHOTO TeHe-
3a TPOTHUBOMNOKA3aHA, 32 MCKIIOUEHUEM BUTAJIBHBIX MOKa3aHUN (KIMHUYECKUE
MPOSIBJICHUS I1IOKA).

Atporennas popma TPOMOOLMTONIEHUN CBA3aHA C UCIOJIb30BAHUEM MHOTHX
JIEKapCTBEHHBIX MPENapaToB (HEKOTOpPbIE aHTUOMOTUKH, HECTEPOUIHBIC TPOTUBO-
BOCTIAJIUTENIbHBIC TPETapaThl, KUPOBbIE IMYJIbCUU, TEIIAPUH) U TAKUX JICYCOHBIX
MEpONpPUSATU, KaK oToTepanus ¥ 3aMEHHOE MepeIMBaHNUE KPOBH.

B npaktuyeckoit pabore nnpopmaiiys o mo004HOM dPQeKTe TOro Wik HHO-
ro mpemnapara B BHJI€ NMOTEHIMAIbHOW TPOMOOIMTONEHUHU HeoOXoauMma mjia 00-
CYXKJI€HUs BOMpPOca O LEIecOO00pa3HOCTH HAa3HAYEHMs ITOro Ipernapara mpu BO3-
HUKHOBEHHUH MPOSBICHUN TEMOPPArnuecKoro CHHIPOMa.

PexoMennmanuu 1mo TpaHchy3un TPOMOOIMTOB Y HOBOPOXKICHHBIX MpeI-

cTaBiieHbI B Tabnmie 12 [26].
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Tadmuma 12

Pexomenaryu 1o TpaHcy3uu TPOMOOIIMTOB Y HOBOPOXKICHHBIX [26]

KosnuecTBo TpOMﬁOHHTOB'lOg/.ﬂ

<30 30-49 50-99
Het — npu cTadmib-
HOM COCTOSIHMH
= | 1 Hemeusst sku3Hu | Beem da — npu kpoBoreue- | Her
= nuu, JIBC, BXKK |11
= cr., 3MIK, xupypruu
2
)
S 2 HeJeJIsl JKU3HHU
g o Bcem Hert Hert
= | M panee
=%
=
Bcem Bcem
C xpoBoTeyeHnemM Ha
IIpu xpoBo-
TeYeHUH WIH
AyToUT O Y— Her
Hoctu IVIG
Tpauncdy3us | Tpancy3us HPA-
HPA-1a/5b 1a/5b HeraTuBHBIX
HAWUT — HoBBIE Ciyyan
HEraTUBHBIX | TPOMOOIUTOB MPH
TPOMOOLIUTOB | KPOBOTEYECHUH
Tpauncdysus | Tpancpys3us coBme-
HAWUT — u3BecTHBIC coBMecTUMBIX | cTuMbIX 0 HPA
clIyqyau no HPA TPOMOOLUTOB NPHU
TPOMOOLMTOB | KPOBOTEYEHHH
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\ 4

AJITOPUTM YPreHTHBIX MEPONPHUATHI NPH TIeMOPPATHYECKOM
CHHAPOMEC B HCOHATAJIBbHOM IICPHOIAC
OIICHKa THIIA 1 UCTOYHHUKA KPOBOTCYCHUA
Mertexuu npu ITerexuu, 3xxumo3nl | Mesena, remaTeMesuc, re- Jlerounoe
HAPYIIEHHH U (MJIM) KPOBOTO- MOKOJIUT KpOBOTeYeHHE
HHbLEKIU
v VL A 4
OolecneueHne BEHO3HOI0 10CTYIIA, OTOOP KPOBH AJIs1 Cron xopMm- HUB.JI

anajau3oB, nHdysus renaoro Sol. NaCl 0,9%, kon-

TpoJab AJl,

JIEHHEe, 30H/1
B KeJTyT0K

\ 4

\

HNupopmanus 0 HAJIUYNH U BO3-

A

\4

I'pynna » MoxxHocTH 3aka3aTh C3II,
KPOBH U 9OMOJIT, KIIK, Octaplas, kpuo- Bomoc Temtoro Sol. NaCl 0,9%
Rh-¢pakTop NPEeUNUTAT, TPOMOOLUTAPHYIO + C3II ot 15-30 mur/kr
maccy HNuorponnasi Tepanus
KOHTPOoJIb AJl
Hb<140 r/a, AI[l R
/ nepsbie 7 AHel ”| IMOJIT
\ 4 >
OAK — | Hb<100 r/m, AL
\ IHo3:xe 7 nueu
TpomMGouUTHI < » TpombOomacca
30x109/a
I'emocrasnorpamma » AIITB+ — C3M nam Octaplas

l AIITB N, TITB +, MHO+, ®1N, TBN

C3II nau KITK nwm Octaplas

\ 4

AIITB +, TITB +, MHO+, ®1N, TBN

v

AIITB+, IITB +, MHO+, ®1<1r/1, TBN

C3II nau KITK nwam Octaplas

AIITB N+, TITB +, MHO+, ®1-, TB+

\ 4

C3II nau Octaplex nau Octaplas
KpHONpenunuTar
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